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09 bosie3Hu HEPBHOW CUCTEMBI/ DMMUIICTICUS WU TTPUTIATKH

Onuiencus u3-3a CTPYKTYPHBIX WM META00IMYECKUX COCTOSTHUI

U 3a00JIeBaHU M

I'eneTnyeckue uim npeamnojaracMbi€ rcHCTHICCKUC CUHIPOMBI,

IIPEXKE BCETO BBIPAKEHHBIE KAK SIUIIETICUS
DnuiienTuyeckue dHuedanonaTuu

[Ipumnankuy u3-3a OCTPBIX TPUIUH

OnuHOYHBIN NpUNAA0K U3-3a OTAAICHHBIX TPUYUH
EnuHbIM HECTTPOBOLIMPOBAHHBIN ITPUIIAIOK

DnucTaryc

CyIopO>KHBIN AMUIENITUYECKUN CTATYC
beccynopoXHbIM SMUIENITUYECKUN CTaTyC

JIpyroy u3BECTHBIN SNUIECITUYECKUN CTATyC
CocrosiHHE MUIENTHYECKOE, HEN3BECTHOE

OcTpble TOBTOPHBIE CYJOPOTH

Jpyrve yTouHEHHbIE TUIIbI SMWIETICUU WU TPUIIAJKOB

Onmnencus uim IMpUIIaJIK1u, HCYTOYHCHHBIC

JlaTa pa3padoTku M nmepecMoTpa MpPOTOKoJa: jgata pa3padorku 2024r u nara

nepecMoTpa mpoTokosa 2028r. WM MO Mepe MOSABJICHUS HOBBIX KIIOUEBBIX

J0Ka3aTCJIbCTB. Bce INOoIIpaBKM K MPEACTABJICHHBIM PCKOMCHAALIUAM 6y,ZIYT

OHY6JII/IKOBaHBI B COOTBCTCTBYIOIINX NJOKYMCHTAax.
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OTBeTCTBEHHOE YyUpeKIeHHe M0 Ppa3padoTKe JAHHOIO0 KJIMHHUYECKOIO
NMPOTOKOJIA M CTAHJAAPTA:

Hercknit Haunonanbsubid Meanunuunckuid Hentp (HIMLI)

Pecnyboimmkanckuii CnenuanusupoBanubiii Hayuyno-IIpakTuuecknii
Memununckuii Hentp eqnarpun (PCHITMII)

Hentp PazButus Ilpodeccnonanbuoin Kpamupukaunu MeaguumHckux
Padoornukos (LIPIIKMP)

B pa3pa60TKe KIMHUYIECCKOI'0 MPOTOKOJIaA M CTAaHAAPTA BHECJIH BKJIA/I:

I1o opranusanuu npouecca 4ieHbl padoydeil rpynnbl o0 HAMPABJICHUIO

AC€TCKasi HEBPOJOIrud:

PykoBoauTennb padoyeil rpynimbl: Mavauncypos llaansap [lamypaToBuy .M.,
npodeccop, 3aBeAyomuid kKageapoil HeBpoaorum aerckoro sozpacra HPIIKMP

PeneHseHnTnl:

1. Tyitun6aeBa Hagupa MupartaiueBHa- 1.M.H., 10LEeHT Kadeapbl
HeBposoruu TMA

2. Hazaposa 7KanHa AB3apoBHa- I.M.H., ipodeccop kadeapsl
HeiipopeaduanTanuun HPIIKMP

Knuandeckuit mpoTokos o0CyKIeH U PEKOMEHI0BaH K YTBEPKICHUIO ITyTEM
JOCTUXEHUSI HehOPMaTbHOTO KOHCEHCYyca Ha 3aKItounTelbHOM CoBelllaHUU
paboueil TpynIbl ¢ yyacTueM npodeccopcko-nmpenoaBaTeIbCKoro cocTaBa
BBICIINX yY€OHBIX 3aBEJICHUH, YJICHOB aCCOIMAIINH JIETCKIX HEBPOJIOTOB
VY306ekucrana, OpraHu3aToOpoB 3/IpaBOOXpaHeHus (TJIABHBIX Bpauel 00JaCTHBIX
MHOTOIPO(PMIBHBIX TETCKUX OOJBHUI] I 3aMECTUTENCH ),

Hacrosmuii HalmoHaIbHBIN KIMHUYECKUH TPOTOKOJ U CTaHIapT pa3padoTaHbl
O]l PYKOBOJICTBOM 3aMECTHUTEIISI MUHHUCTpA 3/1paBBoxpaneHus bacutxanosou 3.1,
HavyaJbHUKA YIPaBICHUS MEAUIIMHCKOTO cTpaxoBaHusi Anmapaonosa LK.,
HaYaJIbHHUKA OTJIeNIa pa3pabOTKU U BHEIPEHUS KIMHUYECKUX MTPOTOKOJIOB U
cranaaptoB Hypumonoii III.P., a Takxke ¢ opraHn3allMOHHON U MPAKTUYECKOU
MMOMOIIBIO TJIaBHOIO crienuanucTta otaena Jxymaesou ['.T. u Bexymiero
crneruanucrta otaena Paxumoson H.D.



Cnncok cokpameHmii:

AT® — Anenozuntpudocdar

['AMK - raMmma-amMuHOMACIIsSIHAs] KUCJIOTA

JIAD — nerckas abcaHCHAs SITHIICTICUS

NI'D — nauonatnyeckas reHepaIn30BaHHAs IIUJICTICHS
KJ]I — keTorennas nuera

MBD — MenuanbHasi BUCOYHAs SIUAJICTICHS

MIIDJI (ILAE) — MexmyHapogHas iura mo 6oproe ¢ snuiencuei
OKJI — dokanbpHast KOpTUKaATbHAS TUCILIA3HUS

[19I1 — mpoTHBOANIUIENTHYECKUE TTPENAPATHI

9C — 3nuIenTUYECKUil CTaTyc

COC — cyA0pOKHBIN SMUIENTUYECKUI CTAaTyC

BCOC — 6eccy10p0oKHBIN AMUICOTHYECKHUN CTaTyC

LICX — mepebpocnrHaibHAs KUIKOCTD
HAM® — nukan4yeckuit aieHo3uHMoHodochar
[MHC — nenTpanbHas HEpBHas CUCTEMA

YUMT - yepenHo-M0O3roBasi TpaBmMa

D0l — anexTposnuedanorpadus

FOAD — roHo1eckass abcaHCHast SIUJIETICUS

OMD — roHoOIIIECKAS MHOKJIOHHUYECKAS IUJIECIICUA



CHUO3C — cenexkTuBHBIE HHTUOUTOPHI OOPATHOTO 3aXBaTa CEPOTOHMHA

AMPA - Tun HOHOTPOMHOTO perenropa riyTamara (ot aHria. A-Amino-3-
Hydroxy-5-Methyl-4-Isoxazolepropionic Acid - Ha3BaHue crenupUICCKOro

aroHMUCTa perenTopa)

BDNF — neitporpoduueckuii paxrop mosra (ot anri. Brain-Derived Neurotrophic

Factor)

CACNAILA - ren, xogupyrommi anbda-la cyoObeaMHUILy MOTEHIIMAI3aBUCUMOTO
KaJbIIMEBOTO HOHOTpomHOro kaHama P/Q tuma (ot anri. Calcium Channel,

Voltage-Dependent, P/Q Type, Alpha-1a Subunit)

CHRNA4 - ren, xomupytonmii anbha-4 CcyObeIUHUIY XOJIHMHEPTHYECKOTO
HUKOTMHOBOTO HOHOTponHoro penentopa (ot anmi. Cholinergic Receptor,

Neuronal Nicotinic, Alpha Polypeptide 4)

CHRNB2 - ren, komupyrommii 0eTa-2 CyObeOUHUILy XOJHMHEPTHUECKOTO
HUKOTHHOBOTO HOHOTpormHOro pemnentopa (ot aunria. Cholinergic Receptor,

Neuronal Nicotinic, Beta Polypeptide 2)

CLCN2 - reH, KOOupyOUIUHA XJOPHBIA IMOTEHIIMAI3aBUCHMBINM WOHHBIA KaHall

tuna 2 (ot anra. ChlorideChannel 2)

CRMP-5 — collapsingresponsemediatorprotein 5, OeJIoK-MeuaTop

KOJIJIAIICKUHOBOI'O OTBETA

ENFL1, ENFL3 - snunencusi ¢ HOuHbIMU JTOOHBIMU TpUCTynaMu Tuna 1 u tuna 3

(ot anri. Epilepsy, Nocturnal Frontal Lobe, 1; 3)

GABAA — tumn A MOHOTPOTHOTO perenTopa raMMa-aMUHOMACIISTHON KUCIOTHI (OT

anri. Gamma-Aminobutyric Acid)

GABAB - tunn B nonotpomnHoro penentopa raMMa-aMHHOMACIISTHONH KUCIOTHI (OT

auri. Gamma-Aminobutyric Acid)



GABAaR - gamma-aminobutyricacidtypeAreceptor, penenToppl ramma-

AMHUHOMACJITHOU KUCJIOTHI TUIa A

GABRA1 - ren, kogupytomuii anbda-1 cyObeauHUIly HOHOTPOITHOTO pelenTopa

['AMK tuma A (ot aarin. Gamma-Aminobutyric Acid Receptor, Alpha-1)

GABRG2 — reH, kogupymoomnui raMma-2 cyObeIMHUILY HOHOTPOITHOTO pelenTopa

['AMK tuma A (ot anr;i. Gamma-Aminobutyric Acid Receptor, Gamma-2)

GADG65 — glutamicaciddecarboxylase, nexkapOokcuiaa3za IIIyTaMHHOBON KHCIIOTBHI

65

GEFS+ - renepanuzoBanHas smwiiencust ¢ pedpusibHbIMU cynoporamu Ilmoc (ot

anri. GeneralizedEpilepsy WithFebrileSeizuresPlus)

LEATs - long-termepilepsyassociatedtumors, omyxoyiu, acCOIMHPOBAHHBIC C

JUTATEIBLHO MPUCYTCTBYIOLIEH SIUIIETICUEN

LGI1 - leucine-richglioma-inactivatedprotein 1, OoraTelii  JICHIIHHOM

WHAKTUBUPYEMBIN TIIMOMOW MPOTEHH 1

KCNA1l — ren, KoAMPYIOMUNA MOTEHIIMAT3aBUCUMbBIA KaJUEBbII MOHOTPOMHBIN
KaHaj, nmojaceMerictBo A, tun 1 (ot anri. Potassium Channel, Voltage-Gated,

Shaker-Related Subfamily, Member 1)

KCND2 — ren, xKoAMpYIOIIMNA KalWEeBbIM MOTEHIMAI3ABUCUMBIN HMOHOTPOMHBIN
KaHaJ, mojacemerictso D, tun 2 (ot anri. Potassium Voltage-Gated Channel, Shal-

Related Subfamily, Member 2; KCND?2

KCNMA1 - ren, xoaupyromuii anbda-1 cyObequHUIly KaTueBOTO KaJbIUii-
aKTHBHPYEMOI'0 MOHHOTO KaHaja, mojaceMericta M (ot anria. Potassium Channel,

Calcium-Activated, Large Conductance, Subfamily M, Alpha Member 1)

KCNQ2, KCNQ3 — ressl, KOAUPYIOIIHE KAIUEBbIE TOTECHIIMAI3aBUCUMbIC HOHHBIC
KaHanbl, mojaceMerictBo Q, tumbl 2 u 3 (ot anra. Potassium Channel, Voltage-

Gated, KQT-Like Subfamily, Member 2)



NMDA - tunm umoHOTpomHOro perenropa riayramata (ot anni N-Methyl-D-

Aspartic Acid — Ha3BaHue crieIU(UISCKOT0 arOHUCTa PEIEITOPa)

NDDI-E - Hesposiorudeckuii ONPOCHUK JACHPECCUBHOTO PACCTPOMCTBA TIPH

STMIICTICUT
Se — 4yBCTBUTETHLHOCTH
Sp — cnenuUIHOCTH

SCN1A - ren, komupyroomuii anbpa-1 cyObemIuHUIly HATPUEBOTO TOTCHIIHAII-
3aBrcHMOro noHHoro kanama (Sodium Voltage-Gated Channel, Alpha Subunit 1,
cokpareHHoe HazBanue oT aHnI. Sodium Channel, Neuronal Type 1, Alpha
Subunit)

SCN2A - ren, xoaupyrommii anbda-2 cyObeAMHUIy HATPUEBOrO MOTEHIUAI-
3aBHCHMOTo MOHHOTO KaHana (Sodium Voltage-Gated Channel, Alpha Subunit 2,
COKpaleHHoe Ha3BaHue reHa ot anri. Sodium Channel, Neuronal Type 2, Alpha

Subunit)

SCN1B - ren, xoaupytomuid  Oera-1  cyObeauWHUIly  HATPUEBOIO
NOTEHIMaI3aBUCUMOro noHHoro kanajia (Sodium Voltage-Gated Channel, Beta
Subunit 1, cokpamenue rena ot anrl. SodiumChannel, NeuronalTypel,

BetaSubunit)

IHoab30BaTeJ M MPOTOKOJIA:

Bpauu nerckue HeBpoOIIOrH;
Bpauu nneguarpsr;

Bpauu o6mieit mpakTuku;
Bpauu renetuku;

Bpauu paguonoru;

o ok~ w e

OpranuzaTtopsl 3[paBOOXPAHECHUS;



7. Knuaudeckue ¢papMakoJiory;

8. CTyneHTbl, KIMHUYECKUE OPAMHATOPHI, MAaruCTPAHThI, aCTUPAHTHI,
MIPEIOIaBaTeNId MEAULIMHCKUX BY30B;

9. IlanmeHTHI ¢ TaHHOM MMATOJIOTHEH, YWICHBI UX CEMEH M JINIIA,

OCYILECTBIISIOIINE YXOJI.

KaTeropnﬂ MNanueHTOB: O6CJI€I[OBaHI/IIO momjcixKar ACTH W B3POCIBIC C

KIIMHUYCCKUMU ITPOABJICHUAMN 3a00J1eBaHMS.

IlIkana ypoBHA J0Ka3aTEeJbHOCTH, HA OCHOBE J10KA3aTeJIbHOM MeANIUHbI
IIkajia ypoBHS 10Ka3aTEJIbHOCTH, HA OCHOBE 0KA3aTEJIbHON MeIULUHBI.
IlIkana oueHKH YPOBHEe# JOCTOBEPHOCTH 10KA3aTEJbCTB /I METOA0B

AHATHOCTHKHU (I[l/laFHOCTI/I‘IeCKI/IX BMeHIaTeJILCTB)

YA Pacuuugposka

Cucremaruueckre 0030pbl HCCIEAOBAaHUN C KOHTPOJEM pedepeHCHbIM
1 | MeTogOM MM cHCTEMAaTUYECKUI 0030p PaHAOMUZUPOBAHHBIX KIMHUYECKUX

I/ICCJ'ICILOBaHI/Iﬁ C IPUMCHCHUEM MCTa-aHaJIn3a

OTaenbHBIE WCCICIOBAHUS C KOHTPOJEM pPe(PEepeHCHBIM METOJIOM WU
OT/ACJIbHBIE  PAaHIOMU3UPOBAHHBIE  KIMHUYECKUE  HCCIEIOBAHUS U
2 | cucremarudeckue 0030pbl  HCCleNOBaHUM  JroOOro  au3aitHa, 3a
UCKJIIOYEHUEM PAHJOMHU3UPOBAHHBIX KIMHUYECKHX HCCIEIOBaHUM, C

INPUMCHCHUEM MCTa-aHaJIn3a

HCCJICI[OB&HI/I}I oe3 IMOCJIACA0OBATCIIbHOTO KOHTPOJIA pe@epeHCHmM METOAOM
ninm HuCCICAOBAHUA C pe(l)epeHCHbIM MCTOOOM, HE€ ABIAOIIHNMCA
HC3aBUCHUMBIM OT HCCICAYEMOI'0O METOAA HJIM HEPAHIOMU3HUPOBAHHBLIC

CPAaBHUTCIIbHBIC NCCJICIOBAHUS, B TOM YUCJIC KOTOPTHBIC UCCIICAOBAHUA

4 HeCpaBHI/ITeJ'IBHBIe HCCIICA0OBAaHUA, OITMCAHUC KIIMHUYCCKOT'O ClIy4das

5 HNmeeTcs nmums 000CHOBaHUE MEXaHU3Ma JICMCTBUS MJIA MHECHHE OKCIICPTOB




HIkajga oueHKH ypoBHEH 10CTOBEPHOCTH A0KA3ATEIbCTB IJIsl

NpoQUIAKTHYECKHUX, Je4eOHbIX, peadNJIMTAIMOHHBIX BMEIIATEJIbCTB

YA Pacuimgposka

1 | Cucrematuueckuii 0630p PKU ¢ npumenennem meta-ananusa

5 OtnensHble PKU u cucrematnueckue 0030pbl HUCCIENOBaHMMA J1I00OTO
nn3arHa, 3a uckiroyeHnem PKU, ¢ npumenenrnem mera-ananusa

3 HepangomusupoBaHHbIE CpPaBHUTENIBHBIE UCCIENOBAHMS, B T.4. KOTOPTHBIE
UCCJIEIOBAHHUS

4 HecpaBHuTenbHbIE HCCIIEIOBaHUS, ONUCAHUE KIMHUYECKOIrO Ciydas WU
CEpUH CIIy4aeB, HCCIECAOBAHUS «CIIy4aii-KOHTPOJIb)

. HNmeercss numb OOOCHOBaHME MEXaHHM3Ma JIEHCTBUS BMELIATENIbCTBA

(IOKJIMHUYECKHUE UCCIIEI0BaHUs) UM MHEHHE SKCIIEPTOB

IlIkaJia oeHKU YPOBHEN YOeAUTEILHOCTH PEKOMEHIAIMMA JIJIs1

NPOPMIAKTUYECKHX, TMATHOCTHYECKHUX, JIeHeOHbIX, PeadMIIUTAIIMOHHBIX

BMEIIaTeJIbCTB

YYP

Pacuuudposka

CuibHas pEKOMeHaanus (Bce paccMaTrpuBaeMble KpUTEPHUH
a3 PeKTUBHOCTH (MCXO/Ibl) SIBJISAIOTCS BaXXHBIMH, BCE UCCIETOBAHUS UMEIOT
BBICOKOE WJIM YAOBIETBOPUTEIBHOE METOJOJOTHYECKOE KayecTBO, HX

BBIBOJBI 110 MHTCPCCYIOMIUM UCXOJaM ABJIAKOTCS COFJIaCOBaHHbIMI/I)

VYcnoBHas  pekoMeHjanus (HE BCE  paccMaTpuBaeMble  KpPUTEpPUU
3¢hPexTUBHOCTH (MCXOJBI) SIBISIOTCS BAXHBIMH, HE BCE HCCICAOBAHUS
MMEIOT BBICOKOE WJIM YJIOBJIETBOPUTEIHLHOE METOIO0JIOTMYECKOE KAueCTBO
W/WIM WX BBIBOJBI [0 MHTEPECYIOIMM MCXOJaM HE  SIBIAIOTCS

COTJIACOBAHHBIMMU )

Cnabas pexoMmeHmamusi (OTCYTCTBHE JOKAa3aTelIbCTB  HAJJICXKAIIETO
KauecTBa (Bce paccMarpuBaeMble KpuTepuu 3SHPEKTUBHOCTH (MCXOIbI)

SABJIAAIOTCA HCBAa’>XHbIMH, BCC HCCICOa0OBaHUsA HUMCIOT HHU3KOC




MCTOJOJIOTMICCKOC Ka4YCCTBO U X BBIBOABI 10 MHTCPECCYIOINIMM HUCXO/JaM HC

SABJIAIOTCA COFJIaCOBaHHBIMI/I)

2.0cHOBHAA YaCTh.
1.1. OmnpenencHue 3a00JIeBaHHMS WM COCTOSHHS (TPYIIIbI 3a00JICBaHMM HWJTU

COCTOSIHUI)
1.1.1. Onpenenenue 3nuaenCUN

Onuiencus — 3a0ojeBaHUEe TOJOBHOTO MO3ra, ONpenenseMas JI0ObIM U3
CJIeNYIOIIMX COCTOSIHMM: 1) Mo kpaifHell Mepe, ABa HECHPOBOLIMPOBAHHBIX (MU
pedIAEKTOPHBIX ) MPUCTYTIA, C HHTEPBATIOM > 24 4; 2) OJUH HECTIPOBOIIUPOBAHHBIN
(unu peIIeKTOPHBIN) NPUCTYI U BEPOATHOCTH MOBTOPEHUS MIPUCTYTIOB, OJIM3Kas K
oOmemy pucky peuuauBa (= 60%) mocie IBYyX CIOHTaHHBIX NPUCTYIIOB B

nociuenytoume 10 ser; 3) 1MarHo3 NUIeNTHYECKOro CHHIPOMa,

(= 60% - cremyeT TpaKTOBAaTh KaK BHICOKYIO BEPOSITHOCTh peruauBa) [3].

1.1.2. Onpexnenenne 3MUIENTUHYECKOTO CTaTyca

OC — 3TO HEOTIIOKHOE HEBPOJIOTUIECKOE COCTOSIHHE, TPeOyIoIee HeMeAICHHOM
OLICHKHM W JICUEHUS JUIS MPEJOTBPAIICHUS 3HAYUTEIHHON 3200JIEBAEMOCTH WIIH

cmepTHOcTH (Status Epilepticus
Todd Wylie; Divyajot S. Sandhu; Najib I. Murr.)

OC omnpenensieTcss Kak NPUCTYN C HEOPEPHIBHOM KIMHUYECKOW W/HIU
IIEKTPOrpapUUECcKOi CyAOpPOKHON aKTUBHOCTBIO B TEUEHUE 5 MUHYT WM Oosee
WIN PELMIUBUPYIOLIEH CYAOPOKHON aKTUBHOCTBIO 0€3 BOCCTAaHOBJIEHUSI MEXKIY
npuctynamu. Ilpuznakn COC Brmowaror ['TK aBMKeHHS KOHEYHOCTEW U
HapylIE€HUE IICUXMYECKOrO0 COCTOSIHUA. B IocnenpucTynmHOM IEpUoie MOTYT
Ha0JII01aThCsl BPEMEHHBIE OYaroBble€ HEBPOJIOTHYECKUE ACPUIUTHI (HampuMmep,

napannd Toxna). BCOC nposiBisieTcss HApyUIEHUEM MCUXUYECKOTO COCTOSIHUS U




MOET UMETh WJIM HE UMETh Kakue-IM0Oo clierka yJIOBUMbIE MTPU3HAKU, TAKUE KaK
TOHMYECKoe OTkJIoHeHue rna3. Ilpuy BCIOC cynopokHass aKTHBHOCTH
HaOMoaeTcs Ha AnekTpodHIedanorpamme (I3317), HeCMOTPsE HA OTCYTCTBHE WU

CKYAHOCTD SIBHBIX KIIMHUYCCKHUX ITPHU3HAKOB.
Status Epilepticus

Todd Wylie; Divyajot S. Sandhu; Najib I. Murr.

https://www.ncbi.nlm.nih.qgov/books/NBK430686/

1.2 DrTHosiormsi W mnaToreHe3 3a00JieBaHUSI MJIM COCTOSIHUSL (TPYyNIBbI

3200J1eBaHUI MJIU COCTOSIHUMA)

1.2.9Tronorus U narorenes 3a00JIeBaHUS WM COCTOSIHUS (TPYIIIbI 3a00JIeBaHUMN

WJTU COCTOSTHUM)
1.2.1. DTHOM0OTHA DITUIETICUN

DOnuiencuss —  OOJUATHOJIOTHYHOE  3alboieBanne. B cooTrBeTcTBHM  C
kinaccudukanuenn mwtenicnii MexayHapoaHOW JHUTA 1o 0opb0e C SmuiIercuei
2017 roma [5], Bce GOpMBI AIUICIICUA TOAPA3ACIAIOTCS IO JTHOJOTHH Ha 6

KaTEeTOpHi:

IEeHETUYECKUE;
CTPYKTYpPHBIC;
METa00IMYECKHUE;
MH(EKINOHHBIE;
VMMYHHBIE;

C HEU3BECTHOU NPUYNHOM.

OmnpeneneHne 3TUOIOTUN STMUJIETICHHA UTPAET PEIIAIONIyI0 POJib B BEIOOPE TAaKTUKU
BEJICHUA W JIEYEHUA NauWeHTa. B psae ciaydaeB y HalUMeHTa MOXKET ObITh

COUYCTAaHHUC HCCKOJIBKHX 3THOJIOTHYCCKHX Q)aKTOPOB, HaIIpUMCp, CTPYKTYPHOI'O U


https://www.ncbi.nlm.nih.gov/books/NBK430686/
https://www.ncbi.nlm.nih.gov/books/NBK430686/

reHetruueckoro. B.A. KapioB pekoMeHayeT paccMaTpuBaTh 3THOJOTUYECKUE
(bakTopsl Kak (akTOpbl pHUCKa SMUIIEIICUU, KOTOPhIE MOTYT OBITh peaTu30BaHbI

TOJIBKO MPU HAJTMYUU HACIIEJCTBEHHOTO MPEAPACTIONIOKEHUS [6].
1.2.1.1. TEHETUYECKAS 3TUOJIOTI'UA

KoHiuenuus reHeTuYecKoil HSNWICNICUU 3aKJI0YaeTcsi B TOM, UYTO SIUJIEICHUS,
HACKOJIBKO Mbl TOHMMAEM, SBIISIETCS MPSMBIM PpPe3yJbTaTOM H3BECTHOTO WU
MIPEANOIaraeMoro reHeTHIecKoro AedekTa(oB), IpU KOTOPOM MPHUTIATKA SBISTFOTCS
OCHOBHBIM CHMIITOMOM paccTpoiicTBa. ['enHeTnyeckui 1e(eKT MOKET BO3HUKHYTh
HAa XPOMOCOMHOM WJIHM MOJIEKYJSIPHOM YpOBHE. BakHO MOAYEpPKHYTH, 4YTO
«TEHETUYECKUI» HE 03HAYAET TO K€ CaMO€, YTO «YHACIIEIOBAHHBIIN», MOCKOIbKY
de novo maToreHHble BapUAHThI HE SIBJISIOTCSA pPEeIKOCThI0. Hannune reHeTnueckon
TUOJIOTMM HE HCKIIOYAET BKJIAJa OKpYXAlOUIE cpeabl B AIUJIEICHIO.

(https://www.epilepsydiagnosis.org/aetiology/genetic-groupoverview.html)

B sTtom pasaciic MmpeacTaBJICHbI BAKHBIC T'CHCTUYCCKHC 3THUOJIOTMU SIIMJICTICHH,
KOTOPBIC MOXHO OHNPCACINTh IPHU KIMHUYCCKOM TCCTHUPOBAHHHU: XPOMOCOMHLIC

AdHOMAJIMM U I'CHHBIC aHOMAJINH.

Cy1iecTByeT MHOXECTBO CITIOCOOOB, Yepe3 KOTOPhIE TeHETHUECKHE (PaKTOPhI MOTYT
CHOCOOCTBOBATh Pa3BUTHIO Hdmujerncud. HekoTopble reHeTndeckne (HaKTopsl
MOTYT OBITh HE yHACIEJOBAaHbI M HE TMEpelaBaThbCs MOTOMCTBY. BoT HekoToOpbie

Ba’KHBIC TCHCTUYCCKUC KOHICIIIUN, W UX OIIPCACIICHUSA:

Hacneocmeennvie  anomanuu 2€HO6, AYTOCOMHO-AOMHUHAHTHOC, aYTOCOMHO-

PEUCCCUBHOC U MCHACICBCKOC HACIICAOBAHHC

l'ennas  amomanus, KOTOpash HACIEQYETCs OT POJWTENS MPU  3a4aTUU.
CnenoBarenbHO, AaHOMaNMs Te€HA MPHUCYTCTBYET y  POIUTEINS/pOaUTENeH
uHAuBUAYyyMa. OHa MOXKET ObITh BO BCEX KJIETKAX POJIUTENS WM MOXKET OBITh
TOJIBKO B IPOLIEHTHOM COOTHOLIEHWH, W, CIECIOBATEIBHO, TOJBKO B IPOLEHTHOM
COOTHOIIEHUH WX SUIEKIETOK/criepMaTo30u10B. Kaxk/plil TeH CylIecTBYeT B JBYX

KOIIHAX. HeKOTOpBIe HaCJICACTBECHHBIC COCTOAHUA Tp€6YIOT, YTOOBI TOJIBKO OJJHa H3


https://www.epilepsydiagnosis.org/aetiology/genetic-groupoverview.html
https://www.epilepsydiagnosis.org/aetiology/genetic-groupoverview.html

KOnuii reHa ObUTA aHOMAJIBHOW (M3BECTHO KaK ayTOCOMHO-IOMHHAHTHOE
HACJICIOBaHKWE) [IJI1 BO3HUKHOBEHHUS COCTOSIHHS, JIPYTHE HACJEICTBEHHBIC
COCTOSIHHSI TPEOYyIOT, 4TOOBI 00€ KOMUU TeHa ObUIM aHOMAJIbHBIMHU (2yTOCOMHO-

pelLIECCUBHOE HACJICIOBAHMUE).

[TockonbKy pOAUTENBCKUM TOHAIHBIM KJETKaM (SIMIEKIETKE WM CIepMeE)
CIIy4alHBIM 00pa3oM BBIACISETCS TOJIBKO OJIHA KOMHS M3 JBYX KOMHHA Ka)JIO0TO
reHa pPOJIUTENIsA, HACIEOBAHUE aHOMAJIUU T'€HA B POJIUTEIIbCKUX SIMIEKJIETKAX WIH
CrepMaTo30M1ax MOXKHO TMpeicka3aTh. Eciu nBe komuu (ajuiesid) Marepu AJis
onpenaenieHHoro rena — AB, a nBe komuu otma s Toro ke rena — CD, To
SUIIEKJIETKAa MOXET COJEepKaTh TOJNbKO amens A wiu B, a cnepmarozoun —
tosibko ayienb C nimm D. [lpu 3auaTum (korja ojHa SULEKIETKa U CIIEPMaTO30M /1
CIy4ailHO  CIMBAIOTCS) TMOTOMCTBO MOXET UMETh TOJBKO  CIEAYIOIIUe
komOunaruu: AC, AD, BC umu BD. B stom cnydae, ecaiu ren A sBisieTcs
aHoManabHbIM, TO 50% mMOTOMCTBa YHAcJIEeAylOT aHOMaJIbHYIO KOMHUIO TIE€Ha.
CocTostHUSI, KOTOpBIE CIEAYIOT H3TOM TMpeacka3yeMoil cxeMe HacledoBaHus,

Ha3bIBAIOTCA HACJICAYCMbBIMHU 110 MCHI[CHGBCKYMY THUITY.

HpI/IO6pCTeHHI)IC aHoOMaJuu TeHOB — de novo, ClropaainudcCKuc, MO3auYHBbIC,

3apOAbIIICBBIC U COMAaTHYCCKHUC

AHOMaJMs T€Ha, KOTOpask BO3HUKAET KaK HOBOE COOBITHE (TaKK€ M3BECTHOE Kak
«de novo» WM «CIOpaguyecKoe» SBJICHHWE) BO BpeMs JCICHHUS KJIETOK Y
WHIWBUAIyyMa Tioclie ero/ee 3adarus. CremnoBaTelbHO, aHOMAJWsl Te€HAa HE
HacleayeTcss OoT poautened uHauBuayyma. Cragusi sMOpuoreHesa uiu Ooliee
MO3JIHSISL CTaAMs JKM3HU, KOT[a MPOUCXOAUT aHOMAJIMS TeHa, ONPEACIsIeT, B KaKUX
TKaHSAX y 3pEJIOTr0 MHIWBUAYYMA U B KAKOM IMPOIEHTE KIETOK B 3TUX TKAHAX OyIeT
oOHapykeHa aHOMaIMs reHa. Mo3auIu3mM — 3TO TEPMHH, UCIIOIb3yEeMbIH, KOT/Ia
aHOMallisg TeHa OOHApPYKUBAETCA TOJBKO B OIPEJACICHHOM IMPOIEHTE KIETOK
WHJMBUAYYMa, a HE BO BceX. IMeeT i UHAMBUIYYM, TOPAKEHHBIN MO3aUIIMI3MOM,
3a00JieBaHUE WJIM HET, 3aBUCHT OT TOTO, KaKMe TKaHW TMOPaXKEHbl M B KaKOM

CTCIICHU (KaKOB IMPOOCHT KJICTOK, HMMCIOIIMUX aHOMAJIHUIO FCHa). AHomanus



CUMTaeTCsl NMPUOOPETEHHOW aHOMajWed TeHa 3apOJbIIIeBONM JMHUHU, €CIM OHa
IMPUCYTCTBYET B TOHA/IHOM TKaHU MHIUBUIYYMA (SIHIEKIIETKE/CIEpMeE), MOCKOIbKY
3aTeM OHa MOXET TepeaBaThCsi MOTOMCTBY. Ecim OHa MpUCYTCTBYET B TKaHIX
WHIUBUAYyMa (Hampumep, MO3re€), HO HE€ B TOHaJHOW TKaHU (HE B
SMTICKIIETKE/CTIepMEe), TO OHAa CUYMTACTCA MNPUOOPETEHHON COMATHYECKOU
aHoMaJiiel TeHa. B 3Tom cimydyae oHa HE MOXKET MepeaaBaThCs ITOTOMCTBY

WHJUBUIYYMA.
Tonueennas/cnoxcras cenemuyeckas 3Muoio02us

HekoTopeie omuierncud  BbI3BaHBl HE  aHOMAJIWSAMH  OJHOTO T€Ha, a
CYMMHPOBAHHBIM KOHEYHBIM 3()PEKTOM MHOXKECTBEHHBIX aHOMaJIHil/BapHalui
T€HOB («IOJUTEHHBIX»), TOBBIMIAIOIINX BOCIPUUMYUBOCTh K mpunaakam. llo
OTJENBHOCTH 3T aHOMAJIMW/BapHallMM TE€HOB HEIOCTATOYHBI, YTOOBI BBI3BATH
HapyIIEHWE COCTOSIHME 37I0pPOBbsl, OJHAKO WX CyMMapHbidi 3(dekr Moxer
MOBBICUTh BOCIIPUMMYHUBOCTh K MpHUMNaAKaM. Y HEKOTOPBIX JIIOJIEH C MOJMTeHHOU
ATHOJIOTHEH OyIyT CIOHTaHHbIC MNPUNAAKH, y APYTUX MPUIAJKU BO3ZHUKAIOT
TOJNIKO TIPM HAJIWYWW JIOMOJHHUTENBHBIX BHEUIHUX TPUITEPOB, TaKUX Kak
MOBBIIIICHHUE TEeMIIepaTyphl Tella, BUPYCHOE 3a0oJjieBaHWE, YMOTpeOJICHHE
aJIKOTOJISl WM JinineHne cHa. «CroxHas» TeHeTHYecKas 3TUOJIOTHS SIUJICTICUU —
3TO, KOT/Ia JJI1 BO3HUKHOBEHUS MPHUMAJKOB TPEOYIOTCS MOJUTCHHBIC W BHEIITHHE
¢dakropsl. [lonureHHbie U CIOKHBIE TEHETHUECKHUE AMUIICIICUU BCTPEUAIOTCS Yallle
B CEMBSX 3aTPOHYTHIX JIMIl, HO WX XapaKTep HAcIeJIOBaHUsS HE TaK JIETKO
npeJcKa3aTh, Kak Il aHOMaIWid 0JJHOTO TeHa. MccnenoBanue 3THX TeHETHIECKIX
OPUYUH UM UX TECTUPOBAHUE Y OTAEIBHBIX MALMEHTOB 3aTPYJHEHO MO TOU K€
MPUYUHE: SMIICTICUSI 00YCJIOBJIEHAa COBOKYITHOCTBIO 3(P(EKTOB MHOTHX T'€HOB U

(bakTOpOB OKpYKAIOIIEH Cpeibl.
1.2.1.2.CTPYKTYPHASA OTUOJIOI'UA

CTpyKTypHBIE SNWIENCUU KOHLENTYAIH3UPYIOTCS KAaK HMEIOIIME OTYETIUBYIO
CTPYKTYpHYI0 aHOMAQJIHIO MO3ra, KOTOpas, Kak ObUIO II0Ka3aHO, CBsi3aHa CO

SHAYUTCIBbHO ITOBBINICHHBIM PHUCKOM OJIIMJICIICHH. CTPYKTypHaSI adHOMaJIus MO3ra



MOXXET OBITb TPUOOPETEHHOW (Hampumep, H3-3a MHCYJIbTA, TPaBMbl WU
MH(DEKIUN) WA MOXKET UMETh T€HETUYECKOe MTPOUCXO0XKICHUE; OJHAKO, KaK Mbl B
HACTOsIIIIee BpEMsI TOHMMAEM, CTPYKTYpHAsi aHOMaJIMsl MO3ra SIBJISIETCSA OTAEIbHBIM
pacCTPOMCTBOM, HAXOASIIMMCS MEXKIYy NPUOOPETEHHBIM WM TE€HETUYECKUM
nedeKToM M SIWIeTicued. DTO MPOSBISETCS B BHUAE MOPOKOB Pa3BUTHS KOPHI,
COCYAMCTBIX  Maib(opmanmii,  CKJepo3a  THUMIOKAMIIA,  TUIOKCHYECKH-
UIIEMUYECKMe W TpaBMaTHUYECKUE  TOBPEXKIACHUS  MOr3a,  OIYXOJIH,

MopaHIIe(PATMIECKIE KUCTHI
1.2.1.3. METABOJIMYECKAS 9THOJIOT U

MeTtabonnueckre dMIICTICHU KOHIENTYAITU3UPYIOTCS KaK UMEIOIINE OTYETIIUBYIO
METab0IMYECKYI0 aHOMAJIMI0, KOTOpas, Kak ObUIO IOKa3aHO, B HaJJeXkallluM
00pa3oM pa3pabOTaHHBIX UCCIIEIOBAHUIX, CBSI3aHA CO 3HAYUTENHHO TOBBIIIICHHBIM
PUCKOM pa3BUTHUA dMUIIETICUU. MeTaboInyecKue HapyIeHus UMEIOT TeHETUYECKOe
IIPOUCXOXKJICHHUE; OJHAKO, Kak Mbl B  HAacCTOSIIEE BpeMs IIOHUMAaEM,
MeTaboInYecKre AHOMAQJIMHM  SIBJIIFOTCS OTIEIBHBIM  PAacCTPOMCTBOM,

PaCIIOJIOKCHHBIM MCXKAY T'CHCTUICCKUM I[C(I)GKTOM 1 DIIUJICTICUCH.

Baxxno PacCIiio3HaBaTh CIACAYIOIINC METa0O0INUECKHUE SUIICTICUH (OCO6CHHO TC, I'IC
OIMUJIICIICUA  ABJIACTCA HpeO6HaI[aIOH_II/IM COCTOJAHNCM MW  pPaHHCC JICHCHUC

ONTUMH3UPYET UCXON):
o Jleduut OMOTHHMIA3HI U TOTOKAPOOKCUITA3bI-CHHTA3BI
o Jledumut nepedpanbpHOTO PosaTa
e Hapymenus kpeatnna
o [lpunaaku, pearupymomire Ha GOITUEBYIO KUCIOTY
e Cunapom nedunura Tpancnoprepa riaokossl 1 (GLUT1IDS)
e MuTOXOHApUATEHBIC HAPYIICHUS

L HepOKCHCOMaHLHBIG HapyIICHUA



o Jledumur nupungokxcun-3aBucumoint (ALDH7A1)-DEE u nupunok(a)mun 5’-
dbocdat okcunassl (PNPO)

1.2.1.4. AMMYHHAS 3THOJIOT'UA
DTO 3THOJIOTUHU, OTIOCPEAOBAHHBIE CIACAYIOIUMH AHTUTEIIAMHU:
e Antu-NMDA penientopHbIii sHIIEDATUT
e AHTHTENA K MOTEHIIMAI-3aBUCUMbIM KaHaJIaM
e Antutena k GADGS
e Amnturena k [ AMK-B peuenropy
e Amnturena k AMPA penentopy

L CTGpOHI{-pGSI/ICTCHTHaﬂ BHHG(i)aJIOHaTHH, aCCoOIMHpPOBaHHAs C

3a00JIEBAHUAMM IIIUTOBUIIHON KEJIE3bI

o [lenuakus, SMUICNICUS U CHHIPOM IIepeOpaabHOTO KaIbIU()UPOBAHUS
1.2.1.5. ”THOEKHUOHHAS 3TUOJIOTI'Usl

Camass pacnpocTpaHEHHass JSTHOJIOTHSl JMNWIENCHHM BO BCEM MHpE —
MH(pEKLINOHHAsl, 0COOCHHO B pa3BUBAIOIIUXCS cTpaHax. MHpekuun neHTpanbHON
HEPBHOM CHCTEMBI MOTYT BbI3BIBATH KaK OCTPbIE€ CHUMIITOMaTHYECKHE
(cnpoBoLMpPOBaHHBIE) MNPUNAAKK (KOTOpbIE BO3HUKAIOT B TECHOM CBS3H CO
BPEMEHEM IEPBUYHOIO HMH(UUIMpOBaHMs), Tak W snuiencuro. MHpexnuonHas
ATHOJIOTHSI  BKJIIOYaeT:  TyOepkyme3, BHY, 1nepeOpanpHyr0o  Maisipuio,
HEHPOLMCTULIEPKO3, MOJIOCTPBIi CKJIEPO3UPYIOIINN naH>HuedanurT,

1epedpaibHbI TOKCOIIa3MO3.

Otu MHEKIUH WHOTJAa HWMEIOT CTPYKTYPHBIM KOpPPENST, OJHAKO OCHOBHAs
OpUYMHA SIWICTICHM KOHLENTYalu3upyeTcs Kak WH(QEKIIMOHHBIA MpoIiecc.
WNH(peKkuroHHass 3THOJIOTHUS MOXKET HMETh OIpEAeSeHHbIE IOCIEICTBUS NpU

JICUCHUU. C}’H_[eCTBy}OT TAKXKC IMOCICACTBHUA JJIA O6HICCTB€HHOFO



3IpaBOOXPAHEHUs, MOCKOIbKY MPOQPUIAKTUKA TaKUX WH(GEKIMH MOXKET CHU3UTH

Opemst AIUJIETICHU, 0COOCHHO B Pa3BUBAIOIINXCS CTpaHaX.
1.2.1.6. HEMU3BECTHAS 3THOJIOTI'Us1

«HewnsBectHO» CICAyCT paCCMATpUBATH HeﬁTpaJ'ILHO )41 0603Ha‘{aTB, 4dTO IIpUpoda
OCHOBHOM IMPUYXHBI SITUJICIICUH ITIOKA HCU3BCCTHA, 9TO MOKCET OBITH CBSI3aHO C TEM,
YTO OHA He Oblna HN3y4YCHA, WJIKN C TCM, YTO BCC TCKYIIHC NCCICAOBAHUA HC CMOTJIN

ONpCACIINTDL 3THOJIOTHUIO.

CHUHAPOMBI SMUJIENICUA ¢ HEM3BECTHOM 3THOJIOTHEN 3TO cuHApoM Pacmyccena u

CUHAPOM SIWJIETICUH, CBSI3aHHBIN ¢ (eOpUuIbHO HH(EKIHeH

[TPUMEYAHUE. XoTs 3THOJIOTHS IPOTPECCHUPYIONIETO MPUOOPETEHHOTO
MOPAKCHUS MOJyIIApUi NPU CUHJIpOME PacMycceHa HEM3BECTHA, OH MO-TIPEKHEMY
CUMTACTCS] «CHHIPOMOM OSIHJIEIICHUHU, CHEMU(DUIHBIM K 3THOJOTHW», TMOCKOIBKY
OKOHYATEJIbHOE NPHOOPETEHHOE TMOBPEXKACHUE TMOJyIIapuid camMo 1o cebe

ABIACTCA HpPI‘-IHHOfI QJICKTPOKIIMHNYCCKOI0 CHHApPOMaA.

1.2.2. 3THOJIOTUA I3C

OcHoBHas IIpUYrMHa (C—)TI/IOJ'IOFI/IH) 2C KJ'IaCCI/Id)I/IIII/IDVCTCH CHOCO6OM, KOTOPBII

COOTBETCTBVET  KOHUEHIIUSIM OpeUTI0KEHHBIM Komuccuen ILAE oo

kinaccuukanmu 2010 r..5, HO OPU3HAET YCTOSBIIMECI TEPMUHBI, UCITOJIb3YVEMBIE

SOUJICOTOJIOraMHU, BpadyaMy HEOTJIOKHOW ITOMOIIM, HEBPOJOraMH, JCTCKHUMU

HEBPOJIOT'aMH, HeﬁDOXI/IDVDFaMI/I, CEMEHHBIMU BpadyaMHud MW APYIrMMHM BpadaMH,

VXAKUBAIOMIMMU 32 manueaTaMu ¢ JC.

B HacTosiee BpemMs  HEONPEIACICHHBIEC COCTOSIHUS (I/IJII/I KIIOT'PaHHUYHBIC

CUHIPOMBI»):

- ONUJIenTUYECKHUE C-)HI_ICdJaJIOHaTI/II/I

- Koma ¢ HCPA3BHUBAIOIINMUCSA BHI/IHCHTI/IdDODMHbIMI/I naTrTcpHaMM 20I

- HOBeI[eH‘-IeCKI/Ie HAapYIICHUA (HaHDI/IMeD, HCI/IXOB) Y IIalIMCHTOB C SHUICTICUEH

- OCTDI)IC COCTOAHUA CIIYTAHHOCTH CO3HAHUA (HaHDI/IMCD, HCHHDHﬁ) C

IenTUGOPMHBIMUA aTTepHamMu DI




TepMHH  «HM3BECTHBIM» MM «CHUMITOMATUYCCKHM) HCHOJB3YETCI — B

COOTBETCTBUHM C OONMIEOPUHSITON HEBPOJOTHYECKOW TEPMUHOJIOTHEN — JUIA

OonpeAcCaCHUA 9C, BBI3BAHHOT'O M3BECTHBIM pPAaCCTPOMCTBOM, KOTOPOE MOXKET

OBIThH CTPYKTYPHBIM, MeTaGOHI/I‘-IeCKI/IM, BOCIIAJIMTCJIbHBIM, I/IHd)eKHI/IOHHI)IM,

TOKCMUECKMM WM T'eHeTudeckuM. Ha ocHoBe ero BPECMCHHBIX OTHOIICHMH HX

MOXKHO Pa3CIMTh HA: OCTPBIM, OTAAJICHHBIN U IIPOTrPECCUPYIOIINM.

Tepmun «UOUONAMUYECKUILY UAU «2eHeMmUYeCKUlly He NPUMEHUM K OCHOBHOU

stuojioruu IC. [Ipy MAMONATUYECKUX MM T€HETMYECKMX CHHAPOMAX SIMJICIICUU

nOpudynHa CTaryca HC€ Ta XKC, YTO M IIPpHUYMHA 336OJ'ICB8,HI/IH, HO HCKOTOPLIC

M€T360J’IH‘-ICCKHC, TOKCHMYCCKHC WJIM BHYTPCHHUC d)aKTODbI (HaHDI/IMeD, JIUIMCHUC

CHa) MOI'VT TIpHM O9THX CHHJAPOMAX BBI3BIBATH 9C. [looTOMY TEpMHMH

CUOUOTIATHYECKUN»N 28 MU «T€HETHYECKUN»S HeE ncnoab3yercs. DC v manmenTa

C IOBEHWJIHLHOM MHOKJOHHWYECKOUN AIMiercuer (Kotopas camMa o cede SBJsIeTcs

«UAAONATUYECCKONY WU ((FCHCTHHCCKOﬁ))) MOYKET OBITh CUMITOMATHYECCKUM H3-

3a  HeHamiexaniero Jedenusa [IDIl, pe3koll OTMEHBI IIpenapara Wi

HApKOTHUYE€CKOM MHTOKCHUKAIIMH.

Tepmun «Heuzsecmuvlily Ul ((KpuanZQHHbld)) HY>XKHO IIPUMCHATH CTPOIO B €TI0

INCPBOHAYAJIBbHOM 3HA4YCHHWHM. HCU3BCCTHAA IIPpHYMHA. HI)GI[HOJ'IO)KCHI/IG, 4TO 3TO

CIIPEANOJI0KHUTEIbHO» CUMIOTOMATUYCCKOE MM T'€HETHYecKoe, HeyMecTHo. Kak

CHMHOHHUM H B

COOTBETCTBUHM ¢ mnpeioxkenueM 2010 r. 5 MOXHO HCIOJL30BATH TEPMUH

«HEHU3BECTHBIIN

CymecTByeT MHOKeCTBO pa3inuuHblx npuurH COC y nerei.

Mexnaynaponnas jura no 6oproe c¢ snuiencueit (ILAE) B Hacrosmiee Bpems
JIEJIUT UX HA IB€ OCHOBHBIE KATETOPHUU: U3BECTHBIE (T.€. CHMITOMATUYECKUE) HIIH
HEU3BECTHBIE (T.€. KPUNTOT€HHbIE) NPUUYMHBL. CHUMITOMAaTHYECKYI0 KAaTETOPHIO
TAaK)K€  MOXKHO  pa3leauTh 1O  BpPEMEHHU;  oOcTpas,  OTJaJCHHas,
nporpeccupyromas.2,7 Huke mnpeacTtaBieHO KpaTKOE ONMCAHWE HEKOTOPBIX

pacnpoctpaHeHHbIX npuuud COC y neten:



Omuonocus IC

HN3BecTHAs (CUMIITOMATHYECKAS)

- OCTDLIﬁ (HaHDI/IMCD, HWHCYJIBT, HHTOKCHUKAIINIA, MaJISAPUA, G)HIICd)aJII/IT H T.

)

— Otnanenspli (HAIpUMeED, NOCTTPABMATHYECKHHN, MMOCTIHIEDATUTUYECKUMN,

HOCTHHCVHBTHBIﬁ U T. I[.)

— IIporpeccupyromuuii (HaHDI/IMGD, OINyXOJb MO3ra, 00J1e3Hb Hadaopa )41

npyrue [IMD, nemeH1mn)

- 2C OpHu oNnpCaACIACHHBIX 3JICKTPOKIMHNYCCKUX CHHAPOMAX

— HewnsBecTHBIM (T. €. KDUIITOTEHHBIN )

PacnpocTpaHeHHbI€ NPUYKMHBI YNMUJIENTHYECKOr0 CTATYCA

H3BecTHBIE (T. €. CHMIITOMATHYECKHE)

1.

CTDVKTVDHBICZ BHYTPHUYCPCIIHAA OIIYXOJIb, HCDC6DOB30KVH$IDHOC

3360HCB3HI/IC, TpaBMa I'OJIOBBI, KOPKOBAai M CITJIaA3M s

2.

Nuadekimonusie: nadexkuusa [IHC (MmeauHruT, sHnIEDaTHT),

TYOEepKyJIe3, 1iepedpaibHas MaIIPUS

3.

6.

Meraboaudeckue:  HapyluieHue oOMeHa  BelecTB  (HapyIIeHUE

QJICKTPOJIUTHOI'O 6aJ1cha, HAapyHICHUC Oajanca T'JIFOKO3BbI,

HECOOCTATOYHOCTE OpraHoB M T. I[.), MeTa00JIMYECKHUE HAapVYIICHHW A,

AHOKCHYCCKOC IMOBPECKACHUC, MUTOXOHAPHAJIIBHBIC HAPDYIIICHU A

MuTokcuKaimsg Win JIeKapCTBEHHBLIE NMpenapaThl: HU3KUU WU BBICOKUU

VDPOBEHDL T11CII, OTMEHA T1CII, nepeI03nPOBKA JIPYTUX

HDeHaDaTOB/aJIKOFOJIﬂ, HEMPOTOKCHUHBI U SIJIbI

BocnanurtennHele: AYTOMMMYHHBIC 3a6OHeBaHI/I$I, HCfIDOI(O)KHBIC

3200JIEBAHUSI

I'enetnueckue: cuaapoM Jlpase, CHEHIPOM KOJIbIIEBOU 2() XPOMOCOMBI |,

CUHAPOM AHFCJII)MaHa, CUHAPOM JOMKOW X-XpOMOCOMBI,

cuaapoM Perra, tprucomus 21

HewnsBecTHbIE (T. €. KDUNTOTEHHBIE)




PaznuunHbie dJODMBI OC MMEIOT MHOKECTBO IPUYHH. (Hpnnomeﬂne 4)

1.2.3. [laroreses snuierncun

[TaTorenes snuuencuu He SBIAETCS €IMHBIM Ui BceX (opM 3a0o0JieBaHUs, XOTA
UMEIOTCSL O0IIMe yHHMBepcaldbHbIE 3BeHbs. llaTorenes smuiencuu 000TO THUIA
BKJIFOYAET IMPOLIECC DSMNMJIENTOreHe3a: IOCTENEHHOE PAa3BUTHE CYAOPOKHOU
AKTUBHOCTH U CTaAUI0 C(HOpMHUpPOBABLICHCS SMUJICTICUH, TPUYEM SIHIJICITOTECHE3

MOXKCT IMPOJOJDKATBCA U IIPHU paSBHBmeﬁCﬂ SIUJIICIICUN

OOmmM TNpU3HAKOM, XapaKTEepPHbIM Uil TaToreHe3a BceX (OpPM SIUIEHICHH,
SBJISIETCA CYJOPOYKHasi aKTUBHOCTb, BBI3BAHHAS IMAapPOKCU3MAJIBHBIMU pa3psiiaMu
TPy HEUPOHOB B pe3yJibTaTe U30BITOYHOTO BO30YKIEHUS /WM HEAOCTaTOYHOTO
TOpPMOXEHHS. BoO3HUKIIAs B ONpEAENICHHOM YYacTKe Mo3ra U30bITOYHAs
AIIEKTPUYECKasi aKTUBHOCTb PACIIPOCTPAHSIETCS B COCEHME 30HBI, @ TAKXKE MOXKET
nepeaaBaThCcsl K MBIIIIAM, BbI3bIBasi KOHBYJIbCHH. Kak mpaBuiio, pacnpocTpaHeHHe
BO30YXIIeHUsI B TIOJKOPKOBBIC, TaJaMHU4Ye€CKHUE, CTBOJIOBBIE U CIHMHAJIbHBIC
CTPYKTYpbl COOTBETCTBYET TOHHYECKOM (a3e CyIopOoKHOrO mpucTyna, a
HOCTIEeYIOIMI TOPMO3HOM MMITYJIbC U3 Tajamyca IpepbIBaeT TOHHYECKYIO (asy,
KOTOpasi CMEHSIETCSl CIIOPAAMYECKUMHU BCTIBIIIIKAMH DJIEKTPUYECKONW aKTHBHOCTH B
KJIOHWYeCKON (a3e. B Hacrosmee BpeMs €IUHCTBEHHBIM IPUEMIIEMbIM
OvomMapkepoM  BNMJENTOT€HE3a  CleAyeT  NpPU3HATh  MaTOJIOTUYECKHE

BBICOKOYACTOTHBIC OCHMILISINU [24].

B ¢dopmupoBanue cynopoKHOW aKTUBHOCTH BHOCST BKJIAJ BO30YXKIAIOIIUE U
TOPMO3HbIE TTOCTCUHANTUYECKHE MOTEHIMANIbI, U3MEHEHUSI MOTEHIUAI3aBUCUMBIX
MOHHBIX KaHAJIOB, a TaKXe W3MEHEHUS JIOKAJIbHBIX KOHIIEHTPALMd HOHOB.
OCHOBHBIM  BO30YXJAIOIIUM  HEHPOMEIMATOPOM  SIBIISIETCS  TJyTamar,
peanu3ylomui cBoe JeMcTBHME uYepe3 2 THUMa TJIyTaMaTHBIX pPELENTOPOB:
HMOHOTPOIIHBIE,  ONOCPEAYyIOIIHe OBICTPYIO CHHANTHYECKYI0  TPaHCMHUCCHUIO
(rmytamar3aBucumble AMPA-, kaumnatHele u NMDA-uoHHble KaHanbl), U
METa0OTPONHBIE, OMOCPEAYIOIIMX MEJICHHYI0 CHUHANTHUYECKYIO TPAaHCMHUCCHUIO

(cBsizanpl ¢ (G-OenkaMu W PETYISIUEH BTOPUYHBIX MOCPEAHUKOB TAM®D wu



dbocdhomunazel C). OCHOBHBIM TOPMO3HBIM HelpomenuaropoM B LIHC sBasercs
ramma-amuHomacssiHas kuciota (TAMK), umeromas B IIHC 2 tumna penentopos:
GABAA, nocrcuHantuueckue cneuuduunsie, conpsikeHnbie ¢ Cl- -kanamamu u
GABAB, mnpecuHanTH4YecKHE ayTOPEIENTOpPhl, CHUXKAIOIIME BBICBOOOXKICHNE
MeauaTopa 3a Cc4YeT CHIKeHHs nputoka Cat+ U cOnpshKeHHblE C

nocTcUHANTH4YecKuMu G-0eJkaMu, 9TO CIIOCOOCTBYET MOBBIIIIEHUIO TOKa K+.

KneTounsle MexaHM3MBbI T€HEpAIMU H30BITOUHOTO BO30YKACHUS MPU CYAOPOKHON
aKTHUBHOCTH HA YpPOBHE HOHHOI'O paBHOBecHs BKIHOYaroT TOkM Na+ m Cat+ B
KJIETKHU 32 CueT M30bITKa HEeHpOMeInaTopoB IiIyTaMaTa U acrapraTa U U3MEHEHUs
CBOMCTB MX peuentopo. Hemocratounoe topmoxkenue 3a cuer noroka CI- B
kineTky u K+ u3 knetku oOycnosieHo HenoctatkoM ['AMK wnm m3menenunem
CBOMCTB  COOTBETCTBYyIOIIMX  peuentopoB. K  HelipoHHbIM  (akTopam,
PEryIHMPYIOIUM BO30YIMMOCTh HEWPOHOB, OTHOCSTCS THUI MOHHBIX KaHAJIOB, UX
YUCIIO U paclpeneieHue Ha MeMmOpaHe HEHpOHa, MOCTTPAHCISILIMOHHBIC
MomuduKauy KaHaioB (Hamp. ¢ochopuarpoBaHue), aKTUBAIUS CHUCTEM
BTOPUYHBIX [TOCPETHUKOB, BIUSIOIIMX HA (PYHKIIMOHUPOBAHUE KaHaloB (Hamp. G-
O€NKOB), MOAYJISLMS SKCIPECCUH I'€HOB MOHHBIX KaHalioB. Hekoropeie (opmbl
DIUIIETICUM TECHO CBA3aHbl C KaHAIONATHUAMM, SBILIIOLIMMHUCSA PE3YJIbTATOM
HACJEICTBEHHBIX MyTalUid JIMTAHJA-3aBHCHUMBIX HMOHHBIX KaHaloB (T. €.
VMOHOTPOMHBIX PELENTOPOB) U MOTEHMAT3aBUCUMBIX HIOHHBIX KaHAJIOB. BhIsBIECHBI
TAK)K€ THUMBl MPUOOPETEHHOW ayTOMMMYHHOH JMNWJIENCHM, CBSI3AHHOW C
oOpa3oBaHMEM aHTHUTEN MPOTUB KAJIMEBbIX, HATPUEBBIX U XJIOPUIHBIX KaHAJIOB, a
TaKX€ U3MEHEHUEM DKCIPECCUU KaHAJIOB mociie cyaopor. IIpu sTom paznuuHbie
MyTalMd OJHOIO0 M TOTO K€ I€Ha MOTYT BBI3bIBATH COBEPIIEHHO pPa3HbIE THIIbI
cynopor u snuiencuu [23]. K cunantudyeckum daktopam, MOIUDUITHPYIONTUM
BO30YyAMMOCTh HEMPOHOB, OTHOCSITCS M3MEHEHUS! IKCIPECCUU JIMTAH3aBUCUMBIX
VOHOTPONHBIX KAHAJIOB, IMOCTTPAHCISLIMOHHBIE W3MEHEHUS B TaKWX KaHajiax,
pEMOJICIMPOBAHUE JIOKAJIM3alMU WA KOHQUIYpalMd CHHANCOB, W3MEHEHHE
CHUHANTUYECKUX (YHKIMHA IIENeBbIX KOHTaKTOB. HecuHanTthueckue (BHEIIHHE)

dakTopel MomuduKanuu BO30YIMMOCTH HEWPOHOB BKIIOYAIOT HW3MEHEHUS



BHEKJICTOYHBIX KOHILICHTpALMii HOHOB, U3MEHEHUS! BHEKJIETOYHOTO IPOCTPAHCTBA,
MOJYJIALIAI0 METa0O0IM3Ma HEHMpOMENNATOPOB WIM UX 3aXBaTa KJIETKaMH IJIHH.
MexaHu3mMbl TE€HEpalUUd TUMEPBO3OYAMMOCTH Ha CETEBOM YpPOBHE BKIIOYAIOT
AKCOHAJIBHBIM  CIIPYTUHI  BO30Y)KJAIOLIMX HEHPOHOB, IOTEPIO TOPMO3HBIX
HEHPOHOB, MOTEPI0 BO30YXKIAIOMIMX HEWPOHOB, OCYLIECTBISIONIUX KOHTPOJIb
TOPMO3HBIX HEMPOHOB, W3MEHEHMS WMIIyJIbCHOM AaKTUBHOCTH HEHMPOHOB

(HampuMep P KaHAJIOMIATHSIX ).

K o0muM mpu3Hakam MaTtoreHe3a JMWICTICMM OTHOCHUTCS BOCIAJIEHUE, KOTOPOE
MOJKET OBITh CBSI3aHO C MH(EKIUEH WM 00YCIOBICHO HAPYIICHUSIMU UMMYHHOU
cucteMbl. CBA3b HEHPOBOCHAJICHUS U MATOr€He3a SMUJIENICUH, B T. Y. €r0 BakHas
POJIb B MEPHUO/I AIIICNITOTeHEe3a, MPOCIeKEHa MPHU PA3IUYHBIX (OpMaxX SMUTIETICHH
B KJIMHUKE U 3KcnepuMenTte [25]. Cuurtaercs, 4To XpOHHU3alUH BOCHATUTEILHOTO
mpoliecca Mpy SMUICHICUU CIOCOOCTBYIOT aKTHBALMs MHUKPOIJIMM M acTpPOIJIMO3,
CONPOBOXKJAIOIIMECS]  MOBPEXKJICHUEM  HEMpoHOB. OJIHMM U3  TPUITEPOB
BocnianieHus: B L{HC sBnsieTcss moBpexaeHne reMaTo’HIedaindyeckoro 6apnepa,
reMaToJMKBOPHOTO M JIMKBOpOdHUEe(damuyeckoro  OappepoB, a  Takke
OTHOCHUTENIFHO aBTOHOMHOI'O MMMYHHOTrO Oapbepa Mo3ra. B HelipoBocnaneHuu u
MPOTUBOBOCHAJIUTEIBHOM  3alllMT€ MO3ra NPUHUMAET yd4acTHE CHUCTEMa
IPOBOCIIAJIMTENBHBIX M MPOTHBOBOCIAIUTEIBHBIX HUTOKWHOB, KOTOPBIE MOTYT
o0nanaTe Kak Npo-, TaK M AHTUKOHBYJIbCAHTHON aKTUBHOCTHIO. JlucOananc
UTOKMHOBOM CHUCTEMBI C MpeoljaJaHueM MPOBOCIAIUTEIbHBIX KOMIIOHEHTOB
(uaTEepneiikuHa 6, WHTepiedkuHa 1P, dakropa HEKpo3a o) OmHcaH Kak y
NAIMEHTOB C SMUJIENICUEH, TaK U B PAa3JIMUHBIX MOJEIISAX Ha KUBOTHBIX U CBSI3aH B
NEPBYI0 Ouepelb C aKTUBAIlMEl MHUKPOIJIMH, a 3aT€M acTPOLUUTOB. AKTHBAIUS
IUTOKMHOBOM CHCTEMBl KaK B KOJMYECTBEHHOM, TaK M B KayeCTBEHHOM
OTHOUIEHUU 3aBUCHUT OT THUIMA U BBIPAXKEHHOCTU CYJOPOKHOM aKTUBHOCTH, a TaKkKe
nepuoaa >nuiiencuu. [IpoBocnanurenbHble HUTOKUHBI MOTYT OBITh BOBJICUYEHBI B
pa3BUTHE TUIIEPCUHXPOHHOCTH HEHPOHOB U TUNIEPBO30YIMMOCTH TOJIOBHOTO MO3ra
3a CUET pa3HbIX MEXaHU3MOB, B TOM YHUCJIE B3aUMOJIEUCTBUS C BO30YXIAAIOUUMU U

TOPMO3HBIMHA HGprOMGI[HElTOpHLIMH CHUCTCMaMU, CUCTEMOM OKCHuaga a30Ta B



IJIMATBHBIX KJIETKaX M HEWpPOHAX U CUTHAJbHBIMHM KacKaJaMu, MPUBOASILIMMU K
HelipoaereHepauyu U rudenu HelpoHoB. HekoTopeie U3 mapamMeTpoB MarHUTHO-
pE30HAHCHON ToMmorpaduu KOPPEIUPYIOT C HaJUYMEeM MaTOJIOTHYECKUX
BBICOKOYACTOTHBIX  OCHMJUISILMKA, MOTYT KOCBEHHO OTpaXaTb  TEKYIIUN
BOCMAJIUTENIbHBIA MPOIECC B TOJOBHOM MO3I€ M CTaTb BO3MOXHBIMU
OonoMapkepamu HrnwientoreHe3a. OOMMMH MAaTOTCHETUUYECKUMHU MEXaHU3MaMu
Pa3BUTHS SMWICTICUU, HAPSAY C HEMPOBOCHAIECHUEM M COMYyTCTBYIOIIMM TJIMO30M,
SBISIIOTCS Tak)Ke aucOajaHC aKTUBHBIX (OPM KHUCIOPOJa M OKHCIUTEIHHBIN
CTpecc, HapylIeHUs CHUCTEM AHTHOKCUJAHTHOW 3allMThbl (HApUMEpP, CHCTEMBI
riyTatioHa). JIMChHYHKIMS  MUTOXOHJPUN  COMPOBOXKIAETCS  U30BITOYHOM
reHepaluel CynepoKCHIHOTO aHHOH-pajuKaia W Pa3BUTHEM OKHUCIUTEIBHOIO
MOBPEXKJCHUS KIFOUYEBBIX MOJIEKYJ M KJIETOYHBIX opraHeul Ha ¢oHe neduiura

HHEPreTUYECKUX CyOCTpaToB, B MEPBYIO odepenb aneHo3unTpudocdara (ATD).

MenuanbHas BucouHas snuiencus (MBD), nambosiee yacTo BcTpeuaromasics
dbopma snuIlenicud, MOAPAa3yMEBAET AMWICNTHYECKUI CUHAPOM, MPU KOTOPOM
CyJOpOXHasi AaKTUBHOCTb BO3HMKAET M3 BHUCOYHOW JOJIM IIPU AKTUBHOM
BOBJIeUeHNH Tunmnokammna. IMenno Ha MBD cdokycupoBana cyiiecTBeHHas 4acTh
byHIaMEHTAIbHBIX HCCIIEIOBAHUI MATOT€HEe3a MHUICTICUM, KOTOPbIE BKIIIOYAIOT B
MEPBYI0 O4YepeIb H3YUYEHHE IMAaTOJIOTHH W TMAaTO(MU3MOJIOTUM THUIIOKAMIIA TMpU
snuientoreHese [26]. Bo3aMoxkHble MeXaHU3MbI OTJIOKEHHOTO JMUJIENTOTreHE3a
aKTUBHO OOCYKJAIOTCS B paMKaxX HECKOJbKMX Tumore3. OgHa U3 HHUX, MOJIEIh
KWHJIJIMHTA, TPEANOJaraeT, 4YTo MOBTOPSIOMUECS CYOKOHBYJIHCUBHBIC CTUMYJIBI,
MPUBOIAIIKE K MOCICAYIONIUM JIEKTpUUYecKkuM paspsiaam (afterdischarges), Mmoryt
B KOHIIE KOHIIOB IPHUBOJUTH K Pa3BUTHUIO CIIOHTAHHBIX CYJIOpPOT (SIUJICTICHH).
Ilpyrass Mojenb paccMaTpuBaeT MAaTO(MU3UOJIIOTHI0O W U3MEHEHHS CeTel
TUIIIIOKaMIIa MPHU SNUJIENTOreHe3e. JTa MOJENb HEMOCPEACTBEHHO CBA3aHA C
AMUJICTICUEH BUCOYHOW JOJM, HO MOXET OBITh TOJIE3HA M IS TOHUMAaHUSA
pa3BUTHS JOpPYrux TUNOB snwiencuu. CleayeT y4YuThIBaTh, UYTO TUIIOKAMII, a
MMEHHO ero 3y0uaTas U3BWIMHA, SBJIACTCS €Ile U HeMPOTeHHOMN HUIIeH, B KOTOPOH

o0pa3oBaHHe HOBBIX HEHPOHOB (HEHWpOreHe3) MPOMOJDKACTCS B TEUYCHHE BCEH



KU3HU. 3yOuaras W3BWUJIMHA BBINOJHIET (DYHKIMIO NpUBpaTHUKA ((PUIbTpa); B
HOpME TOpPMO3Has WHHEpBAIMS TPaHYJSIPHBIX KJIETOK JOMUHUPYET Hal
BO30Y)K/IAIOIIEH, 4YTO MO3BOJIIET 3yO4aTod  M3BWIMHE  KOHTPOJIMPOBATH
BO30Y)KICHHE, TpPH OTOM HHHepBamus TOopMo3HbIX ['AMK-eprudeckux
UHTEPHEHPOHOB TPAaHYJSIPHBIMH KJIETKaMU TI0 MEXaHHW3My OTPHUIATeIbHOU

00paTHOM CBSI3M KOHTPOJHMPYET BO30YIMMOCTh THIIOKAMIIA.

YcTaHOBNIEHO, YTO MpPH SMUJIENTOreHE3€ CYIIECTBEHHO YCHIIEHO OOpa3oBaHME
HOBBIX HEWpPOHOB B 3yOuaToil M3BWIMHE THUIINOKaMIa. OnuientudopmHas
aKTUBHOCTh BO3HHMKAET, KOTJAa 3yOuaTash M3BHJIMHA HE MOXKET BBINIOJHUTH CBOIO
byukiuo GuibTpa Bo30yx)aeHus. [IpuunHON 3TOTO MOXKET ObITh (hOPMUPOBAHUE
abeppaHTHBIX HEPBHBIX CETEH 3a CYET BBI3BAHHOW HAPYIIECHHBIM HEHUPOreHE30M
peopraHu3aluu CBSI3€i MEXIy TpaHy sIpHbIMH KieTkamu. [Ipeamomaraercs, 4To
UMEHHO (OPMHUPOBAHKME PEKYPPEHTHBIX BO30YKAAIOMIMX CBs3ed B IIpoliecce
SMUIIETITOTeHEe3a HapyaeT GyHKIKIO 3y0uaToit nu3BuianHbl. [Ipu 3ToM anHomanbHas
WHTErpalysi HOBOPOXKIEHHBIX TPaHYJSPHBIX KJIETOK B THIMOKAMMAIbHBIE CETU
MPOUCXOJUT 3a CUET MPOpacTaHUsi aKCOHOB MIIMCTBIX BOJIOKOH, MPOpACTaHUs
0a3aJbHBIX JEHIPUTOB B XHIIYC, TJI€ OHU OOpa3yIOT CHHANTUYECKUE KOHTAKTHI C
MUIUCTBIMH BOJIOKHAMHU, MUTPALIUU TPAHYJSIPHBIX KJIETOK B XWJIYC C HapylIEHUEM
Moponoruu rpaHyJIIPHOTO CJIOS1. Otn U3MEHEHUS HapyIIaloT
(GYHKIIMOHUPOBaHUE TUIIIOKaMIIa, CIOCOOCTBYS CYILIECTBOBAHUIO
IPOSIUJICNITOTEHHBIX ~ HEpPBHBIX ceTedl. Helipoaerenepanuss W CHUXKEHUE
HEHporeHe3a THIIOKAMIIa SBJSIIOTCS OJAHUM U3 OOIIMX MaTOT€HEeTHYECKUX
MEXaHU3MOB, JEXallluX B OCHOBe smnuientoreHe3a. Kak um mpu psage apyrux
HEBPOJIOTMYECKUX U TICUXUYECKUX 3a00JIEBaHM, 3TU COOBITHS TECHO CBS3aHBI C
JTUCpEeryJsinueil HeHpoTpo(MHOB, B YACTHOCTH, HeHpoTpoduyeckoro ¢akropa
mosra (¢ anri. Brain Derived Neurotrophic Factor, BDNF) [545].
[Ipenmnonaraercs, 4To Mpu JTUMONYECKOM SMUIIEOTOTeHE3€ YCUICHHAs YKCIIPECCUs
BDNF BHocUT KiItOueBOM BKJa[ B aOeppaHTHBIA HEUPOTEHE3 W CHPYTHHT
MIIUCTBIX BOJIOKOH THUIIOKAaMIIa, CIOCOOCTBYSl TEM CaMbIM JIIUTEIbHOU

MOTCHIMAIIMN BO30YXJaroiell cuHanThuuecko Tpancmuccuu [27, 28]. Baxkno



OTMETUTh, YTO Ha Joir0 MBD mpuxoaurtcs cymiecTBEHHas 4acTh MAIMEHTOB C
dbapMaKope3nCTEHTHON dMUIICTICUEH, TIPH 3TOM (apMaKOPE3UCTEHTHOCTD SIBIISIETCS
MIPOSIBJICHUEM Kak OOIed TSKECTH 3a00JeBaHUs, TaK U PE3yJbTaTOM TITyOOKOTO
nucbananca MEXTY MHOTOKOMITOHEHTHOU AMUIICTITUIECKON "
MIPOTUBOSIUIICNTUICCKON CHCTEMaMH TOJIOBHOTO Mo3ra. Bo3MOXXHO, B OCHOBE
(bapMaKOpEe3UCTEHTHOCTH JICKAT BPOXKJICHHBIE WM TPUOOPETCHHBIE W3MEHEHUS
aKTUBHOCTH OEJKOB-TPAHCIIOPTEPOB TreMaTo3HIehaTnyeckoro Oapbepa W/ WiIU
YyBCTBUTEIBHOCTh ~ MOJICKYJSIPHBIX ~ MHIINCHEH  MPOTHUBOATMICTITHUYCCKUX

npenapaToB.

VY nanueHToB C OMyXOJsIMH MO3ra 3a CYeT CHIKeHus mnepdy3uu B 00sactu
OTIYXOJIM ¥ YCUJICHUS MeTa0O0IM3Ma BO3HUKACT TUTIOKCHS, BBI3BIBAIONIAS AITUI03 U
HApYIIEHUS OKHUCIUTEIHLHOTO IHEPTeTUYECKOTO METa0oJM3Ma, YTO MPUBOAHUT K
HaOyXaHUIO KJIETOK TJIMM U TMOBPEKICHUIO OKpY’Karolleld TKaHW. Bo3Hukarouui
nucOaaHe MEeXAy BO30YXKIEHHEM M TOPMOXXEHHWEM MPUBOJIUT K CYIOPOKHOU
AKTUBHOCTM 3a CYET IIOBBIIEHHOIO BHEKJIETOYHOIO YPOBHS TIlyTamara Mo
HEUPOTOKCHYECKUX 3HaueHu. Ilpu riamome snuiientudyeckas aKTUBHOCTD
BO3HUKAET BHE OIYXOJM B PAlOHE OKOJOOMYXOJICBOM T'PAHULBI, TAE IOBBILICH
ypOBEHb TIiiyTaMara. AKTUBHOCTH peuentopoB ['AMK noHwmxkeHa, 4TO TakKxke

BHOCHT BKJIaJ B Pa3BUTHE U30BITOYHOTO BO3OYkaeHwms [29].

Mexanu3Msbl sniienToreHesa B pezyiaprate UMT cBoasTCa K BOIPOCY O NPpUYMHAX
Pa3BUTHS CKJIOHHOCTH K MOBTOPSIIOIIMMCS HECHPOBOLIMPOBAHHBIM CYIOPOKHBIM
IPUCTYIaM MPU OTCYTCTBUHU SBHBIX MATOJOTMYECKHUX MPOBOLUPYIOUIUX (PAKTOPOB
B no3aHem nepuojae YMT. IlepBuunsie noBpexaenus npu UMT Bkirouarot B ceOs
OCTPYIO KJIETOUHYIO THOelb, HapylIeHHuEe remMaTo’HIedanTnueckoro 6apbepa; OHU
OpUBOJAT K JEHOJspU3alMd  HEMpPOHOB,  BBHIOPOCY  BO30YKIAIOLIUX
HEUPOMEAMATOPOB W TNOBBIIICHUIO SKCTPAKJIETOYHOM KOHLEHTpauuu K+, a B
KOHEYHOM HTOT€ K THIEPCUHXPOHU3ALMHU HEHPOHOB, YTO MPOSBIISETCS OCTPHIMU
CYyIOPOKHBIMU TPHUCTYIIAMH Yy JKMBOTHBIX M, BepOsSTHO, y denoBeka [30]. K

KJIETOYHOM TUOEIM MPUBOAUT OCTPbIM Ype3MEpHbId BBIOPOC TiyTamaTa u



acriaprara, BbI3bIBaloIui aktupanio NMDA-peuentopoB, Bxonq Nat+ u Cat+ B
KIeTKy, BblOpocy K+, amonto3 u HEKpo3 HEHMpOHOB B  pe3yJibTare
skcaitoTokcnyHocTH[3 1]. Bropuunoe noBpexaenue B pesyiabrate UMT cBsA3aHoO €
aKTHBAIlUEN TMPOIECCOB OTJIOKEHHOW KJIETOYHOM Trubenu, HeHpoBOCHalICHUS,
IJIMO- U AHTMOreHe3a. MHOrue u3 3THX NPOLECCOB BOBJICUEHBI B DIUJICIITOICHES:
ruodesns HEUPOHOB, [J1103, HEWPOBOCHIAJICHHUE, HapyILIECHUE
remarosHieanuueckoro Oapbepa, HapylleHHe BO30yJAUMOCTH HEHPOHOB,
HApPYILICHHBIE  AHTHMOT€HE3 MW  HEUPOreHe3, MW3MEHEHUE  CUHANTHYECKOU
TUIACTUYHOCTH, NIEPECTPONKA HEUPOHAIBHBIX CETEN, N3MEHEHUS DKCIIPECCUU T'€HOB
u snureHernueckue moaudukanuu [32]. [Tomumo hopmMupoBaHus NpsIMOTO odara
noBpexzaeHus B kope, UMT mnpuBoaAUT K OUCTAHTHOM M BTOPUYHON Tubenn
HEUPOHOB M aKTUBaLUMM TuM B runmnokamie [33], B nepByro ouepear I"'AMK-
€pPruuecKrux BCTAaBOYHBIX HelpoHoB xuiyca [34]. HelipoBocnanenue nocie UMT
IPUCYTCTBYET KaKk B OCTPOM Ieprojie, 00yCIOBIMBas OTEK U HEHPOAETEHEPALIUIO,
Tak M B XpoHuuyeckoM mnepuojie [35]. Kinerounsiii cyOcTpaT HelpoBoCHajaeHUs B
OCTPOM MEPUOAE B OCHOBHOM IIPEJCTABICH MHKPOIVIMEW, B XPOHHYECKOM
OOJIBIIYIO pPOJb UIPAlOT acTpOlUThl. CUHTE3UpyeMble MMMYHHBIMU KIIETKaMU
OUTOKUHBI  MoauduuupyroT ¢yHkuuto riytamar- u  [AMK-epruueckux
pENenTopoB, MHTHOUPYIOT 3aXBaT IIyTaMaTa acTPOLUTAMU, HAPYMIAIOT (PYHKITUIO
MOTEHIUAJI-3aBUCHUMbBIX MOHHBIX KAHAJIOB, BEYT K MOBBIIICHUIO YKCTPAKIETOUHON
koHIeHTpauuu K+, uw Bc€ 310 QopmMHUpyeT OCHOBY Ui HEHpOHHOU
rUNepcUHXpoHu3anuu [25]. JlanbHelinee NOporpecCUpyromye H3MEHEHUS B
TUNIOKAMIIE TECHO CBSI3aHBbI C U3MEHEHUSIMU HEHpPOIIACTUYHOCTHU: HabJto1aeTcs
CIPYTHUHT MIIKCTHIX BOJIOKOH B 3yO4aToOd M3BWIMHE TUIIIOKamma (pOPMHUPYIOTCS
HOBBIE BO30YXJArOUIME CHHANCHl Ha TPaHYJSPHBIX KJIETKaX, YTO CIOCOOCTBYET
OOJBITNICH MUBEPTEeHITMU BO30YXKJEHUS B THIIOKAMIIE, a TAaKKe CaMOAKTHBAIIUU
rpaHyJisipHbIX KieTok [36, 37]. B pesynbrare MIUTENBHO MPOTEKAIOIINX
CTPYKTYPHBIX W META0OJIMYECKHMX WM3MEHEHUN B THUIINIOKaMIle B OTJIaJEHHOM

nepuone UMT HaOmromar0TCs MPOTPECCUPYIONIME TI0 YaCTOTE W BBIPAKEHHOCTU



SIHUIICIITUYCCKHUEC TIPUCTYIIBI Ha (i)OHe CHMXCHHUHM  IIOopora B036y,Z[I/IMOCTI/I

Heiponos[38-40].

1.3 Dnuaemuosiorus 3a00/eBaHUs WIH COCTOSTHUA (TPyNnbl 3200J1eBAHUN WU

COCTOSTHUI)
1.3.1. DnuaeMuoI0Tus dIUIEIICUNA

Bbonee 50 MUIIMOHOB 4YemOBEK BO BCEM Mupe crpajaroT smuwiencueit [41]. Ha
AMUICTICUIO TPUXOAUTCS 13 MUJUIMOHOB JIET >KU3HHM, CKOPPEKTHUPOBAHHBIX Ha

MHBAJIMIHOCTH [42].

CornacHo omnpenaeneHuto MexayHapoqHOUW Juru mo Oopn0de ¢ BHuiencue,
HaJIM4YMe€ AaKTUBHOW  DJMOWIENCHUM Y  TalMeHTa MOApa3yMeBaeT  IpUEM
IPOTUBOCYOPOKHBIX MpEnapaToB MO0 HAIWYUE MPUCTYIOB 3a MOCIeqHue 2 - 5
aet [43]. CrangapTU3upOBaHHAs IO BO3PACTY PACIPOCTPAHEHHOCTh AKTUBHOMU
AMUJIETICUM B MUpe 1o JAaHHbIM Ha 2016 rox coctaBnsier 621,5 (540,1 — 737,0) Ha
100000. PacripocTpaHEHHOCTh AKTUBHOM MWJIETICUN YBEIUYUBAETCS C BO3PACTOM,
JocTuras Mmakcumyma K 5 - 9 rogam (374,8 [280,1 — 490,0]) u y moneit crapie 80
aet (545,1 [444,2 — 652,0])[42]. 3abosneBaeMOCTb SMUJIENICUEN B pa3HBbIX CTpaHax
cocraBisieT B cpenneM 67.77 Ha 100000 genosek B rox (95% CI 56,69 — 81,03)
[44].

[lo pmaHHBIM  €AMHCTBEHHOTO  POCCHMCKOrO  MAacIITaOHOTO  KJIMHUKO-
AIIUJIEMHUOJIOTUYECKOTO ucciienoBanust 517624 yenosexk 14 ner u crapme B 14
peruonax P® (0,34% Bcero Hacenenusi PO) cranaapTU3MpoBaHHOE MO BO3PACTY
3HaueHue pacrpoctpaneHHocTH (European Standard Million) cocrtaBuno 3,40
ciayyast Ha 1000. PacnpoctpaneHHOCTh smnujencuu Obuia Beiie: B Cubupu v Ha
Jameaem Boctoke mo cpaBHeHuto ¢ EBpomeiickoint yacteto PD, B cenbckon
MECTHOCTH IO CpPaBHEHUIO C KPYIOHBIMH Topojaamu. BospacTHasi CTpykTypa
3a00J1€BaEMOCTH OTIMYAJIach OT HabOmomaemor B crpaHax Espombel u CIIA —

3HaYeHUS 320071€BaeMOCTH OBLIIM HIDKE B CTAPIINX BO3PACTHHIX rpymmax|[45].



Kaxnapiii rox peructpupyercs 125000 cmepreld OonbHBIX smwiiencued [46].
CraHgapTU3MpOBaHHBIE TOKA3aTelId CMEPTHOCTH MAIlMEeHTOB C JIMJIENICUEH B
CTpaHax C HU3KUM M CPEIHHM YPOBHEM J10XoAa Oosiee ueM B 2,5 pasza, a B cTpaHax

C BBICOKMM YPOBHSI J10X0Jla — B 2 - 7 pa3 - NPEBBIIAIOT OOHICHOMYISIIUOHHBIC

[47,48].

[IpexxneBpemMeHHass CMEPTHOCTh OOJBHBIX AMUiencueld 00yCIOBI€HAa B TOM YHUCIIE
Oonee yacToM TpaBMaTHU3allMe W CYHULIHUJAMH, a TaKXK€ BBICOKMM YpPOBHEM

COMAaTHYECKOM M NICUXHATPHUUECKON KoMopouaHocTr [49-51].

Ocob6o0e MecTo cpesiu MPUYUH CMEPTH MaIlMeHTOB ¢ Anuiencuei 3anumaeT SUDEP
(sudden unexpected death in epilepsy), nim CUHIPOM BHE3AHON CMEPTU TPU
SIUJIETICUM, TaK KaK 4acTOTa BCTPEYAEMOCTH 3TOrO0 CHUHAPOMA CPEAHM MOJIOJBIX
JqIOACM C oSnuierncuei, B 0coOEeHHOCTH (PapMaKOPE3UCTEHTHOH, MO pa3HBIM

orieHKaM B 24 - 27 pa3 BbIIIle, 4eM B 001Iel momyisu [52].

1.4 OcoOenHocTH KOAUpPOBAHHUSI 3200JIeBAHUSI WMJIM COCTOSSHUS (TPyNIbI
3a00/1eBAaHUIT  WJIM  COCTOSIHMHA) 10 MeXKIYHAPOAHON CTATHCTHYECKOH

Kkjaaccuukanum 00Jie3Heil U mMpo0JieM, CBA3aHHBIX CO 310POBbeM

CornacHo MexmyHapoaHoi kinaccudukanuu 6osesneit 11-ro mepecmorpa (MKb-
11), k snuencuu oTHOCSTCS npeumyiiecTBeHHo kol 8AG0 - 8F68, BAGY, 8AGZ
[https://icd11.ru/epilepsiya-pripadki-mkb11]:

*8A60.0. Drnunencus u3-3a MPEHATAIBHOTO WM MEPUHATAIBHOTO MOBPEXKICHUS

[MHC
8A60.00 Dnunerncusi uM3-3a MPEHATAIBHOTO WM TMEPUHATAIBLHOTO TMOBPEKICHUS

I[MHC

8A60.01 Dmumiencus BCIEOCTBUE HEOHATAJIBHOU TMIIOKCHYECKOW HIIEMUYECKOU

sHIIeanonaTuu


https://icd11.ru/epi-ppp-cns/
https://icd11.ru/epi-ppp-cns/
https://icd11.ru/epi-ppp-cns/

8A60.0Y DOmnunencus u3-3a JAPYroro yTOYHEHHOTO NPEHATAIBHOIO WU

nepuHaTagbHOro nospexaeHusa [IHC

8A60.0Z Dnuiencus U3-3a HEYTOYHEHHOI'O MPEHATAIBHOTO WM MEPUHATAIBHOIO

nospexaenus [THC

*8A60.1. Dnunencus BcaeACTBUE LIEPEOPOBACKYIIPHBIX 3a00I€BaHUIA

*8A60.2 Dnmerncus BCaeICTBUE AETeHEPATUBHBIX 3a00JI€BaHUN TOJIOBHOTO MO3Ta

8A60.3 Dnunercusd n3-3a IEMEHIINU

8A60.4 Dnunencus BeieacTBUE UHGEKIUN IIEHTPAIbHON HEPBHOM CHUCTEMBI WU

Iapa3uTapHbIX UHBA3UU

8A60.5 ITocTTpaBMaTHUECKas SMUIICTICUS

8A60.6 Dnmitericus U3-3a OMyX0JIel HEPBHOM CUCTEMBI

8A60.7 Bucounas snuiiencusi (3NUJIENCUs ¢ ME3UaIbHbIM BUCOYHBIM CKJIEPO30M)

8A60.8 Dnmernicus u3-3a ayTOMMMYHHBIX 3a00JI€BaHUAN

8A60.9 Dnusnerncus u3-3a aHOMaJIUN pa3BUTHUS FOJIOBHOTO MO3ra

8A60.A Dnunencus u3-3a TCHETUYECKUX CUHAPOMOB C PACIPOCTPAHEHHBIMU WJIU

MPOTPECCUPYIOMUMUA CUMIITOMaAMHU

8A60.B. Dnunencust BCIEACTBUE PACCESIHHOTO CKIEpOo3a WM  JIPYTHX

JTEMUEIIMHU3UPYIOMINUX 3a00J1eBaHUN

8A60.Y Onunencus wu3-3a  JAPYrUX  YTOYHEHHBIX  CTPYKTYPHBIX  WJIU

METa00JNUECKHX COCTOSTHUI MJIH 3a00JIEBaHUH



8A60.Z Dnunencus M3-3a HEYTOYHEHHOTO CTPYKTYPHOI'O WJIM METabO0JMYeCKOTO

COCTOSTHMS MJTM 3a00JICBaHUS

8A61 ['eneTnueckne WM TMpeArojaraéMble T'€HETHUYECKHE CHHIPOMBI, TMPEX]Ie

BCCT'O0 BbIPAKCHHBIC KaK 3ITHUJICTICHUSA -

8A61.0 I'eneTnyeckue SMICNITUICCKUE CUHAPOMBI C HEOHATAILHBIM HauajJoM

8A61.00 IupunokcanbzaBucumas SMUIEIICUS

8A61.0Y /[Ipyrue yTOYHEHHBIE T€HETHYECKHE OHMIWICNTHYECKHE CHUHAPOMBI C

HCOHAaTaJIbHBIM Ha4YaJIOM

8A61.0Z T'eHeTnueckue SNUIENTHYECKUE CHHIPOMBI C  HEOHATAJIbHBIM

Ha4daJIOM, HCYTOYHCHHBIC

8A61.1 I'eneTnueckue SNMICTITUYECKUE CHHIPOMBI C HAYaJIOM B MJIaICHUECTBE

8A61.10 lobpokayecTBeHHas ceMelHasi HH(GAHTHIbHAS STHIICTICUS

8A61.11 Cunapowm Jlpae (Tspkenas MUOKJIOHUYECKAs SITUJIETICHSI MITaICHYECTBA)

8A61.12 Dnunencust MiaaeHUYeCTBA C MUTPUPYIOIMMH O4aroBbIMHU Cy10pOraMu

8A61.1Y [Ipyrue yTOYHEHHBIE TE€HETMYECKUE DSHUJIENTUYCCKUE CHUHIPOMBI C

Ha4daJIOM B MJIaICHYCCTBE

8A61.1Z T'eHernueckue  SHNUIENTUYECKHE  CHHAPOMBI C  HAyajJoM B

MJIaACHYCCTBC, HCYTO‘IHGHHHﬁ

8A61.2 'eHeTnveckue OSIUIENTUYSCKAEC CHUHAPOMBI C HA4aJIOM B JETCKOM

BO3pAacTe


https://icd11.ru/genetik-epilepsy/
https://icd11.ru/genetik-epilepsy/
https://icd11.ru/genetik-epilepsy/
https://icd11.ru/genetic-epi-neonatal/
https://icd11.ru/genetic-epi-neonatal/
https://icd11.ru/genetic-epi-mladenec/
https://icd11.ru/genetic-epi-mladenec/
https://icd11.ru/genetic-epi-detstvo/
https://icd11.ru/genetic-epi-detstvo/
https://icd11.ru/genetic-epi-detstvo/

8A61.20 /Jo6pokavyecTBeHHAs SMUJIEIICHS JIETCKOTO BO3pacTa

8A61.21 Jlerckas snuiaercus

8A61.22 Dnunencusi ¢ MUOKJIOHUKO-aCTMAaTUYECKUMU CyI0POTaMu

8A61.23. Muokiionnueckue adCaHChl

8A61.2Y [Ipyrue yTOYHEHHBIE T'€HETHYECKHE OHMNWICNTHYECKHE CHUHAPOMBI C

Ha4daJIOM B ICTCKOM BO3pacCTC

8A61.27Z T'eHeTHyYeCKHUE OHIUICNTUYECKUE CUHIPOMBI C HA4yajJoM B JETCKOM

BO3pacCTe, HCYTOYHCHHBLIC

8A61.3 I'eneTnyeckue SMWICNITUYCCKUE CUHAPOMBI C HAYaJIOM B IOJIPOCTKOBOM

HJIK B3pOCJIOM BO3PaCTC

8A61.30 IOHOIIIECKAsT MUOKJIOHUYECKAS DITAJIEIICUS

8A61.31 Dnunencus HECOBEPIICHHOJIETHETO BO3pacTa

8A61.32 [loOpokauecTBeHHas B3pocias ceMeiHas (opMa MHUOKIOHUYECKOM

OIMUJIICIICUHA

8A61.3Y Jlpyroii yTOYHEHHBI TE€HETHUYECKHN OSIWICNTUYECKUA CUHIPOM C

Ha4aJIOM B IIOAPOCTKOBOM MJIM B3POCJIOM BO3pPACTC

8A61.37Z I'eHeTnyecKkuii SMUICNTUYECKUNA CHHAPOM C HA4YajoM B MOJPOCTKOBOM

WJIM B3pOCIIOM BO3pAaCTE, HEYTOUHEHHBIN

8A61.4 I'eneTnueckne >MUICNTHYECKHE CHUHAPOMBI C HEMOCTOSHHBIM BO3PacTOM

Ha4ajia


https://icd11.ru/genetic-epi-vzroslyi/
https://icd11.ru/genetic-epi-vzroslyi/
https://icd11.ru/genetic-epi-vzroslyi/
https://icd11.ru/genetic-epi-nepost-vozrast/
https://icd11.ru/genetic-epi-nepost-vozrast/
https://icd11.ru/genetic-epi-nepost-vozrast/

8A61.40 PednexkTopHas sanuiencus

8A61.41 IIporpeccupyronias MUOKIOHUYECKAs STTUIICTICUS

8A61.4Y [Ipyrue yTOYHEHHBIE T'€HETHYECKHE OHMNWICNTHYECKHE CHUHAPOMBI C

INEPEMCHHBIM BO3paCTOM Haydalia

8A61.4Z T'eHeTnueckue SMUIEHTUYECKUE CUHIAPOMBI C MEPEMEHHBIM BO3PaCTOM

HavaJjia, HCYTOYHCHHBIC

8A61.Y [Ipyrue yTOUYHEHHbIC T€HETUUECKUE WJIM MPEATNOIaracéMble T€HETUUECKUE

CUHAPOMBI, HIPEIKAC BCCTO BLIPAKCHHBIC KaK SITUJICIICHA

8A61.7Z I'enetnueckue WM IpeAriojiaraéMble T€HETUUECKUE CHHJIPOMBI, MPEXK]Ie

BCCT'O BbIPAKCHHBIC KaK SITHUJICTICHUS, HCYTOYHCHHBIC

8A62 Dnunentuueckue sHIEDATONATHH

8A62.0 UndanTuinbHbIE CIa3MBbl

8A62.1 Cunnpom Jlennokca-I"acto

8A62.2 TIpuobOpeTenHas snuientuyeckas agasus

8A62.Y JIpyrue yrouHeHHBIE dUICNTHYECKUE dHIe(DaATIONaTUH

8A62.Z Dnunentuyeckue 3HuedaIonaTuu, HEyTOUHEHH

8A63 Ilpunanku r3-3a OCTPHIX IPUUUH

8A63.0 ®eOpusibHbIC TPUTTIAJIKI

. 8A63.00 I[IpocTsie hedpumbHBIE CYyIOPOTH


https://icd11.ru/epi-encefalopatii/
https://icd11.ru/epi-encefalopatii/
https://icd11.ru/epi-ostrie-prichiny/
https://icd11.ru/epi-ostrie-prichiny/

. 8A63.01 Cnoxnbie GpeOprIbHBIE CYI0POTH
. 8A63.0Y Ipyrue yrouHeHHbIe (eOpHIBHBIE CYI0POTH

. 8A63.0Z ®ebpunpHbIE CYyJOPOTH, HEYTOUHEHHBIE

8A63.Y Ilpunanku u3z-3a Apyro yTOUHEHHON OCTPOIl MPUYUHBI

8A63.Z Ilpunanku U3-3a HEYTOYHEHHOW OCTPOU MPUYMHBI

8 A64 OnMHOYHBINA NPUNIAZOK U3-32 OTAAIECHHBIX IPUYNH

8A65 EnnHbIil HECIPOBOLMPOBAHHBIN MPUNIATOK

8A66 Dnucraryc. OC MOXKET OBITh CyJOPOKHBIM, OECCYAOPOKHBIM, (OKATBLHBIM

MOTOPHBIM, MUOKJIOHHYECKUM U JIF000H 13 HUX MOXKET CTaTh pePpPaKkTePHBIM.

8A66.0 CynopoxHblii SHUIENTHYECKUN MpUCTYooOpa3Hbii cratyc . COC
xapakrepuszyercss  nosropswommmucs [ TK  mpunagkamm €O CTOMKHM
MOCJICTIPUCTYITHBIM YTHETCHHUEM HEBPOJOTUUECKUX (DYHKITMH MEXKTy TPUCTyTIaMU

N HAPYIICHUEM IICUXHUYCCKOI'O CTaTycCa.;

8A66.1 beccy1opoKHBII SMUIENTUYECKUN CTaTyC

BCOC nmpu koTOpOM NpUIIAJIKH BBI3bIBAIOT MOCTOSIHHOE UJIM HECTAOMIILHOE
COCTOSIHME <OMNUJICNTUUYECKUX CYMEpPEK»; TaKKe OIpelensaeTcs Kak
CylIOpO’KHasi aKTMBHOCTh, BBIsABIsieMas Ha OOl 06e3 COmyTCTBYIONIUX
TOHHMKO-KJIOHMYeCKuX JABmwkeHui. Onpenenenue BCIC OGonee cropHo.
HaunGonee pacnpocTpaHeHHOE OMNpeAeieHne — JJIEKTporpaguieckas
CyIOpOXKHasi aKTHBHOCTH, JJsmiascs He meHee 30 MuHYT 0€3 BUIMMBIX
CYJIOPOXKHBIX JABHKEHUN.5,6 CyIIEeCTBEHHBIM JJIEMEHTOM OIpEIeICHHUS
BCOC sBnsercs TO, 4YTO HEBPOJOTMYECKHE HAPYIICHHS BbI3BAHbI

JJINTCIBbHBIM IEpuoa0oM SOUJICITUYECKON aKTUBHOCTH.4 ]_—[BYMSI


https://icd11.ru/epistatus/
https://icd11.ru/epistatus/

KJIIOYEBBIMU  KOMIIOHEeHTaMHu  kiaccuukaimu bCOC  sBustorcs  OC
abcancoB (OCA) u cnoxubIi napruaisHbiii OC (CIIDC)

8A66.Y JIpyroi u3BECTHBIN CTATyC AMUJIEITUKA

®dokanbHbIM MOTOpPHBIN DC BKJIIOYAET

MOBTOPSIOIIHAECS TapIUaIbHbIC TPHITAJKH, MPOSBIISIONINECS B BHUAC OYarOBBIX
JBUTATCIIBHBIX ~ CUMIITOMOB  (pedpakTEepHYIO JIBUTATCIBHYIO  aKTHBHOCTH
KOHEYHOCTH WJIM TPYIIBI MBI HA OJHOH CTOPOHE Telia C MOTeped CO3HAHMS
wim 0e3 Hee — DOIWICHTUYCCKUH MHUOKJIOHWYECKHH CTaTyCc),  OYaroBBIX
CCHCOPHBIX CHMIITOMOB WJIM OYaroBbIX HapylleHWH QyHKIuA (Hanpumep,
adasus), He CBI3aHHBIX ¢ HapylleHHeM co3HaHus (epilepsia partialis continua -
HENPEepPhIBHAS MTapIuaibHas STTUICTICHS ).

8A66.Z HenssecTHOE SIUIIENITUUECKOE COCTOSHUE

*F80.3. Cungpom Jlannay — Kueddnepa (mpuobOpereHHas snuienTuyecKas

adazus);
*R56.0. Cynoporu npu Juxopajake,;
*R56.8. JIpyrue u HeyTOUYHEHHBbIE CYA0POTH;

*P90. HeonartanbHble CYAOPOTH (MCKIIOYEHO: CEMEHHbIE HEOHATaJIbHbIC

cymoporu — G40.3).

1.5 Knaccndukanus 3a00/1eBaHus WIH COCTOSIHUS (TPynnbl 3200/ 1eBaHUH

HWJIN COCTOSTHUM)

Hosas xknaccudukanus stunierncuit MITDJI 2017 r. siBisieTcs MHOTOYpPOBHEBOM U

npeaHa3HaYeHa JJis IPUMEHEHUs B KIIMHUYECKOU MpakTuke (cM. puc. 2) [5].



Tunbl NPUCTYNOB®

DokansHoie  eHepanuiosaHHbie  HeyTONHEHHbIe Jtuonorus:
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Tunel 3nunencuu

KombuuuposanHasn:
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Puc.2. Cxema knacendpnraunn >muinencuii MITIJ 2017

Jannas knaccudukanus 6a3upyercs Ha CIEAYOUX MPUHIUIIAX:

1
2
3.
4
5

Omnpenenenre Tuma NPUCTYIIOB
Onpenenenve TUna MUICTICUN
Omnpenenenre dMUIENTHYECKOr0 CUHAPOMA
Ornpenenenre 3TUOIOTUN SIUIICTICUT

Omnpenenenre KOMOPOUIHBIX COCTOSTHUMN

Knaccudukanms conepKUT HECKOJIBKO YPOBHEH, UYTO 00YCIIOBIIEHO OOJIBIIION

BapHualbebHOCThIO JOCTYIHBIX METOI0B 00CIIeI0BaHUS MTAIIMEHTORB C dMUJICIICUEH

B MUDE.

Puc. 3. Knaccudpuxanus snwientudeckux npucryno MJIBI 2017 r.



Hosasn HJIH(‘CII@]IRHHHI[ IMIVICOTHYMCCKHX NPHCTYIIOR,

npeacrasiaennan MIIDJ]

Tunet sNUIeNTHYECKNX NPHCTYNOB

C poraibHBIM
HATATOM

MoTopHbie:

C apTOMATHIMAMN
Tommeckne
ATOHHYECKIE
MuoxknonHueckne
Knommeckne
DNHIeNTHYECKHE CIIAZME]
[mepxuneTieckKne

He sioroprbie:
CeHCOopHElE
Korunruesnie
OMOLHOHATEHEIS
BererarnepHme

C ocTanoBKOMA AKTHBHOCTH
G}f{‘Hﬁ-l’J‘ ‘Ipl'}l‘.-’H.ﬂ' COIRaHNA
Tpancd.r Gunar. K10HIKO-
TOHHYECKHE NPHCTYIIE

C reHepaInlIoBaHHbBIM
Haia. oM

Movopubie :

ToHHKO-KTOHHYEeCKHe

Tomuueckne

ATOHHYECKHe

MuoxnoHnveckie
Muox1oHHIeCKI-aTOHHYecKHe
KiroHngeckne

MoK 10HHKO-TOHIKO-KT0OHITTeCKite
ImUIenTHYeckHe CaiM.l

He motopuiie (aGcanchi):
THnHuHEIe

AT Hee
MuoxknoHitecke
MuornoHyc BeK

C HeH3IBeCTHBLIM
HaTaa1oM

Movopubie

(C ABHraTe.IbLHBIM
HAYMATOM):
TOHHKO-KIOHHYMECKHE
DnenTHYeckie crnazMel

He motopHbIe

(Des aBUraTeabLHoro
HAYAIa):

C OCTAaHORKO AKTHBHOCTH
QOijenra YPooHA COIHAHNA:
t‘ﬂ\‘}!ﬂ'ﬂ(’kd. HpVIER O, He
NICECINHD,

Hexknaccudpnuupyemnie

15.1. KIACCUDOUKALIUSA SITNJIEIICUN
Onpenesnenue 3NuJIeNCun

Onuiiencusi — 3TO 3a00JIeBaHKUEC MO3ra, OomnpeacirsieMoc JIFOOBIM M3 CJICOYIOIUX

COCTOSHUU:

e [lo kpaiiHell Mepe JBa HECHPOBOLMPOBAHHBIX (WK PEPICKTOPHBIX)

NpUNaaAKa, IPOU3OLIEANINX C HHTEPBAIOM OoJiee 24 yacoB

e OauH HECHPOBOLMPOBAHHBIA  (MIU  pedIEKTOPHBIA) MPUIATOK U

BEPOSITHOCTh JAJbHEUIIMX TPUMNAIKOB, AaHAJOTH4YHAs OOIIeMy pPHCKY
peuuauBa (o kpaitHel mepe 60%) mocne ABYX HECHPOBOLIMPOBAHHBIX

NPUNAAKOB, IPOU30UIEANINX B TeUeHHE caeayrommx 10 get

L I[I/IaFHOCTI/IKa CHUHApPOMA JIUJICIICUHA



B HoBoit knaccudukanmum MJIBD okoHUATENBHO OTKa3ajachb OT TEpMHUHA
BTOPUYHO-T€HEPAIIN30BAaHHBIE MIPUCTYIIHI, 3aMEHUB €ro TEPMUHOM
«OunarepaibHble TOHUKO-KJIOHHMYECKUE MPHUCTYIBD. JTO CBSI3aHO C TEM, YTO
OuarepaibHble TOHUKO-KIIOHUYECKUE MPUCTYIIBI HE SIBISIOTCS OTIIEIbHBIM THUIIOM
AMWICNITHYECKUX MPHUCTYIIOB, & OTPAKAIOT PACIPOCTPAHEHUE pa3psiia U3 JTHOOBIX
OTZIETIOB KOPHI W 3BOJIONHIO JI000OTO Tuma (OKaTbHBIX NPHUCTYIOB. JlaHHas
Kjaccu(ukanys BHOBb BEpHYyJach K HEOOXOJMMOCTH OLIEHKH YPOBHSI CO3HAHUSA
naIyeHTa Bo BpeMs (POKaIbHBIX MPUCTYIIOB: B CO3HAHUH, CO3HAHWE HAPYIIICHO, HE

HN3BCCTHO.

Ha BtropoMm »3tTame (ypoBHE) CHEAYEeT OMNPEACIUThCS C THUIIOM SIUJIEIICUU:
(doxanbHas, TeHEepaJIM30BaHHAs WM COYETaHHAs (hOKaJbHas U TeHepan30BaHHas,
win Heu3BecTHass (unknown). Jlyis reHepanu30BaHHOM SMUIIEIICHH XapaKTEPHO
HAJINYUE TECHEPAIM30BAHHOW  CIIAMK-BOJHOBOM akTUBHOCTH Ha D3I, w
OTNPENENEHHOr0 CHEeKTpa TMPHUCTYIOB, BKIIOYas a0CaHChl, MHOKIOHMYECKUE,
aTOHUYECKHE, TOHUYECKHE U TOHUKO-KJIIOHWUYECKUE MPUCTYIIBL. J[MarHo3 cTaBUTCA
Ha OCHOBAaHMM KJIMHHUYECKUX TPOABICHUA W TUIHAYHBIX MEXIPUCTYIIHBIX
pa3panoB. OoKaIbHBIE SMUICIICUU — 3TO SIUWICIICUM C OJHUM WJIM HECKOJIBKUMHU
dbokycamMu, a TakKe SIUJIENCUH C BOBJICYEHHEM OJHOW reMucdepbl roJIOBHOTO
Mo3ra. /[[ns HUX XapakTepeH LEJbIA CHEKTP KIWHUYECKUX IIPOSBICHUU H
dbokampHbIC AMUICTTH(POPMHBIE paspsiibl Ha O0r. CoueraHHbIE
(KOMOMHHUPOBAHHBIE) TEHEPATM30BaHHBIE U (POKATBHBIE SMUJIETICUU — SIUJIECIICUU
¢ (hoKaTbHBIMU M TE€HEPATU30BAaHHBIMH THUIIAMU TNPHUCTYIOB, MpH 3TOM Ha D00
MOTYT PETUCTPUPOBATHCS Kak (POKaIbHBIC, TaK W T€HEPATU30BAHHBIC Pa3psbl.
Knaccuueckum mnpuMepoM TakoOW SHUJIENICUU sBJseTcss cuHapom [pase. Tun
SIUJIEIICUH, TUAarHOCTUPOBAHHBIM HA BTOPOM 3Tane, MOXKET CTaTh OKOHYATEJIbHBIM
JWAarHO30M, €CJIM KJIMHHUIIUCT HE UMEET BO3MOXKHOCTH IEPEUTH K CIIECIYIOLIEMY
YPOBHIO — BBISBICHUIO JIWJIENTUYECKOTO CUHApOMa (KaKk MpaBWIO, B TOU
CUTyallu¥, KOTJa Bpady HE HMEEeT HEOOXOJMMBIX METOJIOB 00CieJIOBaHUS
nanyeHTa). B kauecTBe mnpumepa NPUBOIUTCS JOBOJIBHO pPacIpoOCTpaHEHHas

CUTYyaIsl BUCOYHO-0JIEBOM AMUJICTICUH 0€3 U3MEHEHUI Ha MeKnpucTynHoit IO



JIOCTaTOYHBIM B TaKOW CHUTYyalldd MOXXET CUMTAThCA JMAarHO3 «QoKaibHas
SMMJICTICUS HEU3BECTHOW ATHOJIOTMW». HeknaccupuipoBaHHas AIHICICHS
(unknown) — smutericust, Ipu KOTOPO HEBO3MOYKHO ONPEIIEIIUTh, (hOKaTbHAs OHA

WM TeHepan30BaHHas, a JaHHble DI HeJOCTYIHBI WIIK Mall0 UH(POPMATHBHBI.

Tperuit »Tan (ypoBeHb) 3aKJIIOYAETCSI B YCTAHOBJIEHUU DSMHJICNITUYECKOTO
CUHApPOMA. OMNUJIENTUYCCKUNA CHUHIPOM TMPEACTABISIET COO0OM COBOKYITHOCTh
XapaKTepUCTHK, BKIIIOYAsi TUI MPUCTYMA, JaHHbIle DO U HEelpoBU3yanu3aluu, OH
4acTO HKMEET BO3pPACT3aBUCHUMBIN  XapakTep, MpoBoLUpyloume (aKTophl,
XPOHO3aBUCUMOCTh U, B psiie CIy4yaeB, OIpPEACICHHbI MpPOrHO3. MoxeT
OTMEUaThCs XapakTepHasi KOMOPOUIHOCTh — HMHTEIUICKTYyaJIbHbIE U TICUXUYECKUE
HapyuieHus. CUHIPOM TakKe€ MOXET UMETh aCCOIMUPOBAHHbBIC ITHOJIOTUYECKUE,
MPOTHOCTUYECKUE U TEepaneBTUYECKUE MocaeAcTBUsS. OH 4acTO HE COOTBETCTBYET
ATUOJIOTUM DJMHIETICUU, HO OIpEAeNseT TAKTUKY JIeYeHUsT U HaOoJIeHus 3a
nanpeHToM.  CyllecTByeT  JIOCTaTOYHO  MHOTO  XOPOIIO  ONKMCAHHBIX
AMUIENTUYECKUX CHUHJIPOMOB (ZIeTCKas aOcaHCHas Smujencusi, cuHapom Becra,
cunapoMm JlpaBe u gap.) Cpeau reHepalv30BaHHBIX SIUICTICUNA BBIIEISAETCA
oOIenpu3HaHHas W YacTO BCTPEUAIOMIASACS TOATPYINAa — HIAONATHIECKUC
reHepainu3oBaHHble snuiencud. K HUM  oOTHOcsATCA fAerckass  alOcaHCHas,
IOHOITIECKast a0CaHCHAsA, IOHOIIECKAass MHUOKJIIOHUYECKAsl DIUJICTICUU U ITHJICTICUS C
M30JIMPOBAHHBIMU T€HEPATU30BAaHHBIMA TOHUKO-KJIOHUYECKUMH MPUCTYIAMH.
I'peueckuii TepMuH «1dios» TEPEBOAUTCA KaK «caM», «CBON», «IUYHBIN» U
NOAPa3yMEBAET HEKYI0 M€HETUYECKYIO0 3THOJIOTHIO. [[pyrasi BbiiensieMas rpyira
CHUHJIPOMOB — BO3PACT3aBUCUMBIE (Gonee TOYHBIN EPEBOJ
«Camokyrnupyromuecs» ot annl self-limited) ¢okanphbie smunencun. K Hum
OTHOCATCS JTOOpPOKAueCTBEHHAs! SIUJIETICUS JIETCTBA C IIEHTPOTEMIIOPAIbHBIMU
CITailkaMH (CMHOHUMBI — BO3pPACT3aBUCUMAs AIUJIETICHS c
LHEHTPOTEMIIOPAIbHBIMU  CHAWKaMHU, pOJaHAUYECKass SIHIICNCHS), CHHAPOM
[TanaiioTomynoca, (CMHOHMM - DIWIENCHUA JETCTBA C  BEreTaTUBHBIMU
CUMIITOMaMU), CUHJpoM ['acTo (CMHOHMM -JE€TCKas 3aTbUIOYHAs SIUJIETCHS C

BU3YyaJIbHBIMHA CI/IMHTOMaMI/I), a TaKXKC OTACJIBbHBIC J'IO6HOI[OJ'ICBBIC,



BHCOYHO/IOJIEBBIC, U TEMEHHOIOJIEBBIE AMHIICTICHU C HAYaJIOM B MOJAPOCTKOBOM H
Jake BO B3pOCIOM Bo3pacTte. YUeTBepThlii 3Tam (ypoBEHB) 3aKIOYacTcs B
YCTAaHOBJICHUH 3TUOJNOTUU Hnwiencur. CorjacHO HOBOW Kiaccuukanuu, Bce
OMUWIICTICHU  JICNATCA HAa  CTPYKTYpHBIC, TeHETHYeCKHe, WH(EKIIMOHHBIE,
METa0OJMYECKNe, UMMYHHBIE W C HEWU3BECTHOW ATHOJIOTHEH. DTHOJOTUYECKUE
daktopsl (pakTopbl pucka) MOAPOOHO HM3NOXKEHBI B pazaeine 1.2.1. «Dtuonorus
SMUIICTICUW». B OMONHEHWH K BBIIICH3IOKEHHOMY CIEAyeT OTMETHTh, YTO
ayTOMMMYHHBIE MEXAHU3MBI, JIeKAIIME B OCHOBE TaKUX DIHJICITUYECKUX
CHUH/IPOMOB, KaK, Halpumep, CHHIApoM PacMmycceHa, (GOpMHUPYIOT CTPYKTYPHYIO
smuiIencuio. B cBo0 odepenar WHGEKIMOHHBIE areHTHl HEPEIKO WHAYIHPYIOT
ayTOMMMYHHBIE TPOIIECChI, KOTOpPHIE MPUBOIAT K TOBPEKICHUIO MO3Ta C
KIIMHAYECKUMH TIPOSIBIICHUSIMU B BHJIC JIIJICTICHHA (TaKUM 00pa3oM, SIHJICTICHS
codeTtaeT MH(PEKIUOHHYIO, ayTOUMMYHHYIO U CTPYKTYPHYIO 3THOJOTHIO). Takoe
HaOIOMaeTCsl B psjie MPUOOPETEHHBIX ciy4yaeB cuHapoma Jlaitka — [laBumodda
— Maccona (Dyke — Davidoff — Masson syndrome), mposBistonierocs
nepebpanpbHOil  remuarpoduer,  cymoporamu, = Te€MHIIApe3oM,  JIMIEBOU
aCUMMETPUEH W TPYJAHOCTAMH OOYYEHHs, a TakKe TPH SIHICITHYCCKOM
cuHapomMe, wHAyMpoBaHHOM (eOpunpHOM wHekuen (FIRES — cokpam. ot
aurn. Febrile infection related epilepsy syndrome ) wim Tak Ha3pIBaeMOM
pa3pyluTenbHON SHIedatonaTuu Aeted mkojabHoro Bo3pacra (DESC — coxkparr.

ot anri. Devastating epileptic encephalopathy in school-aged children).
KIJACCUPUKALNUA SITUJIEIICUN

Knaccudukanuss smuiencuu MmpoBOAMTCS TMOCJHE TOTO, KaK OyIyT COONIOACHBI
KpUTEpUM JIMarHOCTUKHU »mwierncuu (ompeneneHue Bboime). Kiaccudukarus
OCYIIECTBIIICTCS C UCIIOJIb30BAaHUEM MHOTOYPOBHEBOM CTPYKTYPBI
Kiaccu(ukanmy, BKIIOYAIONMCH KiIacCH(DHUKAIMI0O Ha TPEeX YPOBHAX — THII
MPUCTYIIA, THI SMUJICTICUU U CUHAPOM srriiericud. Buzyanmuzanus, 931 u npyrue
UCCJICIOBaHMsI, TJI€ OTO BO3MOXHO, CIIOCOOCTBYIOT ONTHMHU3UPOBAHHOU

KJaccupuKanu Ha BceX TpeX YpoBHsX. [Io BO3MOXKHOCTH CIEAyeT YCTaHOBHUTH



JIMarHO3 Ha BCEX TPEX YPOBHSIX. DTHOJOTHIO SIMICIICHH CIIeIyeT PacCMaTpUBATh C
CaMoro Hauaja M Ha KaXKJIOM 3Tare JTUarHOCTUYECKOro MyTH. 3HAHHE STHUOJOTHU
MOXKET JaTh HHGOpMAIUI0 00 ONTUMHU3UPOBAHHOW KIACCU(PUKALUU U HMEET

BaYKHBIE MOCIEACTBUS ISl ICYSHUS TTAI[MEHTA.
DONUIIETICUU KITaCCUPUITUPYIOTCS KaK:

® TCHCpAJIM30BaHHAs SITHUIJICTICH

(oxanbHas SnUIIENCUs
e KOMOWHUpPOBaHHAas T€HEPAIN30BaHHAS U (OKaNbHAS SMUICTICUS

® HEH3BECTHAs JMIUIIECIICUS
1.5.1.1. TEHEPAJIM3OBAHHAS DIIUJIEIICUSA

[TarmeHThl C TEHEPATM30BAHHOW SMUJIEIICHEN HWMEIOT T'E€HEPATN30BAHHBIEC THIIBI
MPUCTYIIOB W MOTYT HMMETh THUIIMYHBIE MEXIPUCTYIIHBIC HW/WIM TPUCTYITHBIC
xapakrepuctuku 231, KOTOpbIe COMPOBOXKAAIOT T'€HEPATU3OBAHHBIC THIIBI

IPUCTYIIOB (HaIpUMEP, FEHEPATN30BAHHBIE MTUK-BOJIHBI).
1.5.1.1.1.T'eneTH4ecKas reHePATU30BAHHAS INHUJICTICHS

['eneTnueckas ICHCPAJINM30BaHHAA  JIIWJICIICUA — 3TO TI'CHCpPAJIM30BAHHAsA
SIUJICTICHA, KOTOpPAsdA, KaK CUUTACTCA, UMCCT I'CHCTHYCCKYIO 3THOJIOTHUIO. D10 HE
BCCraa O3HA4YACT, YTO OSIHICICHUA HACICAYCTCA MM MOXKCET ICpCAaBaTbLCA
IIOTOMCTBY, IIOCKOJIBKY TCHCTHYCCKAA OTHUOJIOTHA MOKCT OpITb de novo
MMaTOrcHHbBIM  BaApHAHTOM  WJIM  I'CHCTHUYCCKAA  OTHOJIOTUA  MOXKCET  HMCTb

CJIOKHOE/TIOJINTEHHOE HACJIEJOBAHUE.
1.5.1.1.2. UnuonaTuyeckasi reHePaJTU30BAHHAS IMUIENICHS

I/II[I/IOHaTI/I‘{eCKI/IC I'CHCPAJIN30BAHHBIC OIMUJICIICUH SABJIAIOTCA Hozxrpynnoﬁ
I'CHCTUYCCKHX I'CHCPAJIN30BAHHBIX SHUJICIICUI )41 COCTAaBJIIAIOT 4CThIPC
SIAICIITUYCCKUX CHUHApPOMA: JCTCKasd aOcaHcHas OIMUICIICHUSA, HOBCHUJIbHAA

abcaHcHas OIMUIICIICHA, IOBCHHJIBHAA MHOKJIOHHMYCCKAA JIIMIICIICHUS W SITUJICIICUSA



TOJIBKO € TEHEPAJIUM30BAHHBIMU TOHHUKO-KJIOHMYECKHMM IPUCTYIIAMH. OTH
AMWICNTUYECKUE CUHAPOMBI HMMEIOT IOJIMTEHHOE HAacleOBaHUE C WM 0e3
(bakTOpoB  OKpy’Karolled cpeabl, CIHOCOOCTBYIOIIMX BOCHPUUMYHUBOCTH K
npuctynaMm. THIIBI NPUCTYNOB BKIIOYAIOT OAMH WJIM KOMOMHAIMIO aOCAHCHBIX
IPUCTYNOB, MHUOKJIOHHYECKUX TMPHUCTYIOB W/WIM TE€HEPAIU30BAHHBIX TOHHKO-

KJIOHWYECKHUX IPUCTYTIOB.
1.5.1.2. DOKAJIBHASA SIUJIEIICUSA

[TanieHTHl ¢ (QoKaTbHOW SMHMICNCuel HUMEIOT (PoKadbHbIE TUIBI MPHUCTYNOB U
MOT'YT MMETh THUIIMYHBIE MEXKIPUCTYIIHbIE W/WIM TMPUCTYIIHBIE XapaKTePUCTUKU
O0I', KOTopble COMPOBOXKIAIOT (OKATbHBIE THUIBI NPUCTYNOB (TakHe Kak
(dboKabHBIE OCTpPbIE BOJHBI WU (POKAIBbHOE MEXKIPUCTYITHOE 3aMEJJICHHUE).
Buzyanmuszamus, mnokaspiBaromas (OKadbHYI0 CTPYKTYPHYIO AHOMAJIHMIO MO3ra,
MOET OBITh TOJICPKUBAIOIICH, XOTS MAIMEHTHl C TEHETUYECKON ITHUOJIOTHEH U
HOpPMaJIbHOM BH3yalM3allMed TakXKe MOTYT HMMETh (POKaJbHYIO SMHICTICHIO.
dokanbHBIC MUICTICUA MOTYT ObITh YHU(DOKATBHBIMU, MYJIbTU()OKATBHBIMU WA

MOJIyIAPHBIMHU.
Camokynupywmascs pokajabHas nujiencus aercrea (SeLFE)

OTOT TEPMHH OTHOCUTCS K TpyINIe CHHIPOMOB (DOKAJIBHOW OIUJIETICUH,
HAOII0JJaeMBIX B JIETCTBE, paHee HAa3bIBAEMbBIX «HMIUOMATHUYECKUMU» MO CBOEH
npupone. SELFE nercTBa BKIIOYAOT: CaMOOIPAHMYMBAIOUIYIO SIHIIEIICHIO C
BEreTaTUBHBIMU  MNPUCTYNIaMH,  CAaMOOTPAHMYMBAIOIIYIO  JMMJICTIICHI0 |
¢doTouyBCcTBUTENBHYIO 3aThUI0UHYIO anmiencuto. SeLFE cocrasnstor n10 25% Beex

ciy4aeB AeTcKOM anuiencud. OHU UMEIOT CIeAYIoIIKe 00IIHe YEePThI:
e Bo3pacTHOE BO3HUKHOBEHHE (DOKAIBHBIX MPUITAIKOB
e HopMmanbHas Bu3yanuzaius Mo3ra (0e3 CTpyKTypHON IPUYUHBI)
o KoruuTtuBHBIC U HEBPOJIOTHUECKHUE 00CIEI0BAaHUS OOBIYHO B HOPME

e Pemuccus HacTynaeT K OJIOBOMY CO3PEBAHUIO



L4 HpI/I JICUCHUH MMPUIIAAKHA ITOAAAOTCA JICUCHUIO

e XapakTepHble MpU3HAKU NpunaakoB u D3I (cnenuduaHbie 1151 CHHAPOMA)

1.5.1.3. KOMBHUHHUPOBAHHAA I'EHEPAJIM3OBAHHASA n
POKAJBHASA ITUJEIICUA

VY nanueHToB MOTyT OBITh KaK TIE€HEpaJU30BaHHbIC, TaK M (POKAJIBHBIE THUIIBI
IPUCTYTIOB, C MEXIPUCTYMHBIMU W/WIIM MPUCTYIHBIMH Xapaktepuctukamu D01,
KOTOPBIE COMPOBOXK/IAIOT 00a THIA MPUCTYTOB. Y MAalMEHTOB C CUHApPOMOM [IpaBe
u cuHapoMoM JleHHokca-I'acTo MokeT ObIThb KOMOWHHpOBaHHAs (OKaJbHas U

IeHEPAIM30BAHHAS SIIWIICTICHS.
1.5.1.4A3IIMJIEIICUS C HEU3BECTHBIM HAYAJIOM

TepMUH «HEW3BECTHO» MCIOJIB3YETCS 711 0003HAUEHUS CITydaeB, KOTJa MOHSATHO,
4YTO Yy NalMeHTa SMMJIENCHUS, HO HEBO3MOXHO OIPEAEIUTh, SBISETCS JIM OHA
OYaroBOW,  TEHEPATU30BAHHOW  WJIM  KOMOMHUPOBAHHOM  OYaroBol U
TeHEPAITM30BAHHON. DTO MOXET MPOU30UTH H3-3a HEIOCTATOYHOCTH MH(OpMALIUU
JUISI KJ1acCU(UKaLUU AIUJIECTICUH, Harpumep, eCIIn 20I

HOpMaJbHas/HEeMHPOpMaTHUBHASI.
1.5.2. KIACCU®UKALUA ITPUCTYIIOB

[Ipuctym — 3TO BpEMEHHOE BO3HWKHOBCHHE CHMITOMOB W/WJW TPU3HAKOB,
BBI3BAHHBIX AHOMAJILHOW YPE3MEPHOU WJIM CUHXPOHHOM HEUPOHHOW aKTUBHOCTBHIO
B Mo3re. TepMuH «mnpu3Haku» OyJIeT HCMIOJIb30BAThCS MJIg OINUCAHUS Kak
CUMIITOMOB, TaK W MPU3HAKOB, KOTOPbIE BO3HUKAIOT BO BPEMS MPUCTYIOB. IJTU
MPU3HAKK MOTYT HMCIOJIb30BaThCs I Kiaccudukanuu npuctymnoB. [Ipuctyn He
00s13aTE€JIbHO O3HAYAET, YTO Y YEJIOBEKa SIUJICTICHS], €CIU TOJIBKO HE COOJIIO/ICHBI
KPUTEPUU AUATrHOCTUKU HSnuiencuu. [ToCKOoIbKy CylIeCTBYET psiji COCTOSHUMH,
KOTOPBIE MOTYT OBITh CBSI3aHBI C NMTAPOKCU3MAIILHBIMH COOBITUSIMHU, KOTOPHIE MOTYT

HMHUTHUPOBATH HpI/ICTyrIBI/ ONUAJICIICUIO, U UX CIICAYCT TINATCIIbHO UCKIIIOYHTD.

ONHIEeNTHYECKUE IMPHUCTYIIBI B ICJIOM JCIIATCS Ha CICAYIOIMINC THIIbI:



o [lIpuctymsl ¢ pokamTbHBIM HAYAIOM

o [Ipuctymsl ¢ reHepaIM30BaHHBIM HAYaJIOM

e [IpucTymbl C HEM3BECTHBHIM HAYAJIOM

e HeonaranbHbIE TPUCTYIIBI
1.5.2.1.®dokajbHbIE IPUCTYIIBI

I[J'I}I KJ'IaCCI/I(l)I/IKaI_II/II/I (bOKaJ'IBHLIX MMPUCTYIIOB BBIACIAIOT CJICAYIOIIMEC THUIIbI

MIPUCTYTIOB:
e be3 HapymieHus CO3HaHUA WIM C HAPYIIEHHUEM CO3HAHUS
e J[BUraTeabHOE HA4YaJIO
e HensurarenbHoe Ha4aJIO
e QDOKaIbHBIA CEHCOPHBIN IPUCTYT
e DokanbHBIM KOTHUTUBHBIA IPUCTYTI
e DokanbHBIN YMOLMOHAIBHBIA IPUCTYTI
e DoxkanbHBIN BETETATUBHBIN ITPUCTYII
e DOKaJIbHBIM OPUCTYII C OCTAHOBKOM MOBEJICHYECKON aKTUBHOCTHU

['eHepann30BaHHBIM AIUJIENTHYECKUNA TPUCTYH ONPEAEISAETC KAaK NPUCTYII,
UCXOASIIMNA W3  HEKOTOpOoM 00JacTM  TOJIOBHOTO MoO3ra ¢ OBICTpPBIM
pactpocTpaHEeHHEM W OwiIaTepalbHBIM 3aXBAaTOM HEUPOHAIBHBIX ceTed. Takwe
ounaTepaabHble CETH MOTYT BKJIIOYAaTh KOPKOBBIE M MOAKOPKOBBIE CTPYKTYpPBI, HO
HE 0053aTeIbHO BKIIOYAIOT BCHO KOpPY. XOTA OTAEIbHBIE MPHUCTYIBI MOTYT
Ka3aTbCsl JIOKAIbHBIMH, MECTONOJIOKEHNE W JIATEpAIN3ALUs HE SBIIIIOTCA

IMOCTOAHHBIMHA OT OAHOI'O IIPUCTYIIA K APYIOMY.

1.5.2.2. T'enepanu3oBaHHble NPHUCTYNbI KIACCUPUIUPYIOTCS HaA CIICAYIOIIHE

THUIIbI:



C nBurateabHBIM HAYaJI0M
e TOHHUKO-KJIOHMYECKUE U UX BapUAHTHI
o Tonnueckue
e ATOHHMYECKHE
e MMHOKIIOHHYECKHE
e MMHOKIIOHHUKO-aTOHUYESCKUE
e DMUJIENITHYECKHUE CITa3MBbI
C HenBUTATEIBHBIM HAaYaJIOM
e TunuuHbIMA abcaHC
e ATuNMYHBIN abcaHC
e MHUOKIOHHYECKHI aOcaHC

AOCaHC C MUOKJIOHHUEN BEK

1.5.2.3. HEU3BECTHbBIN NIPUCTYII

[Tpumanku, KOTOpBIE HE MOTYT OBITH KJIACCH(PHUIIMPOBAHBI KaK T€HEPaTU30BaHHBIC
WIM OYaroBble MO Haudajdy, KIacCU(UUUPYIOTCA KaK HMMEIOIIME HEU3BECTHOE
Havanmo. [lpumagku ¢  HEW3BECTHBIM  HAYajJoM MOTYT OBITH  Janee

KITaCCU(UITUPOBAHBI:
e JBUTATENIbHBIE (HAIPUMED, SMUJICTITUYECKUN CIa3M, TOHUKO-KJIOHUYECKHUHN)
e HeJBUTATENbHBIEC (HAIPUMEp, OCTAHOBKA IMTOBECHHS).

1.6. CAHAPOMBI JITUJIEIICUHN

CuHapoM nujiencuu

CHUHIIpOM BOUWJIENCUM OMNpENEeNseTcs TOrAa, KOTJa €CThb XapaKTepHas TIpymnmna
KJIIMHAYECKUX U DOl -npr3HaKkoB, KOTOPBIE YaCTO MOAAECPKUBAKOTCS KOHKPETHBIMU

ATUOJOTUYECKUMU (dakTopamu (CTpYKTYypHBIMH, Ir€HETUYECKUMU,



MeTa0O0JNYECKUMHU, UMMYHHBIMU U UH(MEKIIMOHHBIMU). JIMarHOCTUKA CHUHIIpOMA Y
YeJIOBEKa C AMUJIETICUEN YaCTO HECET MPOrHOCTUUECKHUE U JICUEOHbIE MOCIIEICTBUSL.
CUHAPOMBI 4YacTO MMEIOT 3aBUCSINME OT BO3pacTa TMPOSABICHUS U  PAl

crenudUUecKuxX COMyTCTBYIOMIMX 3a001€eBaHUM.

WNnentudukanus cuHapoma I0JIe3Ha, NOCKOJIbKY OHAa JAeT MH(POPMALUIO O TOM,
KAKAE€ OCHOBHBIE JTHOJOTHH CJEAYyeT YUYWUThIBaTh. HECKOIBKO CHHAPOMOB
JEMOHCTPUPYIOT YXYALICHUE IPUCTYIIOB IPU NPUEME OINPENECIEHHBIX JIEKAPCTB,

Yero MOKHO M30eKaTh IIpu paHHCﬁ AUArHOCTUKC CHHAPOMA.

CHH,ZIpOMI)I OIUJICTICUN MOJKHO CIPYIIIIMPOBATH IO BO3pPACTy Hadajld IIPUCTYIIOB U
o TUITY OIMUJICIICHUH. HCKOTOpBIe CUHAPOMBI SIMUICIICUHA ABJIAIOTCA
CaAMOKYIIMPYOIIUMUCA, OPYTHUC CBA3AHBI C IIHHTCHLHOfI SMIUJICTICUCH. HGKOTOpLIe

CBsI3aHBI C HIe(aIonaTuen, a Jpyrue — Her.

1.6.1. CuHapOMBI 3NUJIENICHHU 110 BO3PACTY M THUILY INIHJIENICHI

B 2022 rony ILAE onpenenuna cnenyromue CUHAPOMBI SITAJICIICHM:
1.6.1.1. HoBopo:k1eHHbIe/MJIaTeHIIbI

Camokynupyromascs

e Camokynupyromasicsi (cemeiinas) HeoHaTaynbHas snunerncus (SeLNE)

e Camokynupyromasicsi cemeiiHas HeoHaTalbHO-UH(AHTWIbHAS DHUJICTICUS
(SeLFNIE)

e Camokynupyromiascs (cemeitHas) uHpanTwibHas snuerncus (SeLIE)

e [‘eHernueckas snuiencus ¢ pedpmibHbIMU TpucTynamu mwitoc (GEFS+)
e Muoksionnueckas snunencus y muajenies (MEI)
C sHuedanonatued pa3BuTus u smwiientuieckoi sHiedanonarueit (DEE)

o Panusas JCTCKas BHHe(bEUIOHaTI/I}I pa3BUTHA )51 SIMUAJICTITUYCCKAsA

sanedanonatus (EIDEE)



e DOnuierncus MIAQIEHIEB C MHUTPUPYIOUIMMH (DOKATBbHBIMU MPHUCTyIaMHU

(EIMFS)
e Cunapom nH(MAHTUIBHBIX dTTHIeNTHYeCKUX cra3mMoB (IESS)
e Cunapom [pase (DS)
1.6.1.2. lercTBO
Camoxynupytomuecs pokanpHbie dnmientudeckue cuaapomMsl (SeLFEs)
Pemuccust oxxugaercs Bo BCEX COydasX K MOAPOCTKOBOMY BO3PACTy

e (Camokynupyromascsi SHUJIENCUsI C LEHTPOTEeMNOPAIbHBIMUA CHalKaMu

(SeLECTS)

e (CaMOKymnupyromiasicsi AMWIETICHsI C BereTaTuBHbIMU npuctynamu (SeLEAS)
Pemuccust oxugaeTcsi B O0JBIIMHCTBE CIy4YaeB K MOJPOCTKOBOMY BO3PACTY

e Jlerckas 3atbutouyHas 3putenbHas snuiencus (COVE)

o ®dorouyBcTBUTENbHAS 3aThUIOUHAs >rmiiernicus (POLE)

['eHeTHUECKME TEHEPAITN30BAHHBIC SIUIICITUHYECKAE CUHIPOMBI

e DOnunencusi ¢ Muokjonuent Bex (EEM)

e Dnumencus ¢ MUOKJIoHnIeckuM abcancoM (EMA)

Nnnonatnyeckunii reHepaan30BaHHbIA SMUICITHYECKUI CUHIPOM

e Jlerckas abcancHas snwencusi (CAE)

C suneamonaTueit pa3BuTrs W/wiM smuienTudeckoit sunedanonatueii (DE,

EE umu DEE)
e DIUJICNCUS C MUOKIIOHMUECKUMH aToHndeckumu npuctynamu (EMALS)

e Cunapowm Jlennokca-I"acto (LGS)



e DHuedasonaTus pa3BUTHS W/WIM SIWIENTAYECKAs SHIePaNIonaTus ¢

akTuBaluei craik-soH Bo cHe (DEE-SWAS, EE-SWAS)
e CunapomM snuiiercuu, cBsazanHou ¢ pedpunbHoi nudekmnueit (FIRES)
e CuHIpOM reMUKOHBYJIbcUU-TemMuIuieruu-snuiencun (HHE)
1.6.1.3. Pazimunblii Bo3pact
N nuonaTtryeckue reHepain3oBaHHbIE SIS TUYECKUE CUHIPOMBbI
e OBeHmsbHas MUOKIIOHUYeckas snuiiericust (JME)
e lOBenwibHas abcancHas smunencus (JAE)

e Dnuiercus ¢ T'CHCPAJIN30BAHHBIMHU TOHHWKO-KIIOHHYCCKHUMU IIPUCTYyIIaMH

(EGTCA)
dokanbHBIE DITMIECITUYECKUE CUHAPOMBI

e ['mnepMoTOpHasi (TMNEPKUHETHUYECKAsl) SIWIENCHs, CBSI3aHHAs CO CHOM

(SHE)
o (CemeiiHas me3uanbHas BucouyHas snwiencust (FMTLE)
e Dmujerncus co ciiyXxoBbiMu ocobeHHOCTsIMU (EAF)
e (CewmeiiHas QoxanbHas snwiencus ¢ pasnuyabiMu oyaramu (FFEVF)
KoMOnHMpoBaHHBIN TeHEPATN30BAHHBIN U (DOKATBHBINA ATIICTITUYECKUI CHHIPOM
e Dnuiencus ¢ IpucTylaMHu, BbI3BaHHBIMU uTeHneM (EwRIS)

C sHuedamonatuedt paszButusi w/wnm smwientudeckor sHiedanonatueit (DEE)

WU IPOTPECCUPYIOLIMM HEBPOJIOTMYECKUM YXYAIIEHUEM
e [IporpeccuBHbie MuoKIoHNYeckue smuiencuu (PME)

e Cungpom Pacmyccena



Onpeoenenus 603pacmuvlx 2pynn CUHOPOMA INUTENCUU

I'ecTauimoOHHBIN BO3pacCT: BpEM:A, IpomICcAmece MCKIAY IICPBBIM IHEM HOCJICI{HCﬁ

MEHCTPYallMK U THEM POJOB (TIOJTHBIX HEEIIb)

HOCTMCHCpraJILHBIﬁ BO3pacCT: I‘GCTaHI/IOHHHﬁ BO3pacCT IIIHOC XpOHOJ’IOFI/I‘{CCKI/Iﬁ

BO3pACT (MOJHBIX HE/IEIIb)

Hoeopootcoennwuii: iepuon oT poxaeHus A0 44 Heaenb NOCTMEHCTPYalIbHOTO

BO3pacTa

Mnaoeney: ot 44 Henelb INMOCTMEHCTPYAJbHOTO BO3pacTa 110 24 MECSYHOTO

BO3pacTa
Jemcmeo: 24 mecsana 10 TOJIOBOTO CO3PEBAHUS

Paznuunwtii eéo3pacm:. CHUHIPOM, KOTOprﬁ Ha4YMHACTCSA B PAa3HOM BO3PAcCTC,

HaOJII0/1aeTCs KaK y JIIl B Bo3pacte <18 yet, Tak u y il B Bo3pacte >19 jer.
1.7. SJHHE®AJIOINIATUSA
JHuedasonaTus pasBUTH U/ WIH SNMUICNTHYECKAs JHIe)AToNATHS

Tepmun bsHuedamonatuss passutusi (OP) wucnonb3dyercsi, Korjga HavyWHAETCS
COCTOSIHUE,  MPOSBIISIIONIECECS] ~ KOTHUTUBHBIMH,  HEBPOJIOTMYECKHUMHU  WIIU
MICUXWATPUUECKUMU  HApYUICHUSIMHA, 3aCTOEM WJM PErpeccoM, HaIpsIMyo
CBSI3AHHBIMH C OCHOBHOW JTHoJIorMerd. HampoTuB, TepMuH snuiientuyeckas
sanedamonmatuss  (OD)  wWCHmodb3yeTcs, Korga  dSHIedamonmaTuss — BhI3BaHA
AMWICNTUYECKOM  aKTUBHOCTBIO. TepMmuH  sHiedamonaTuss  pa3BUTHS U
snmientrdeckas sHuedanonatus (OPD) wucmomp3yercs, korma ob6a (daxTopa

CIIOCOOCTBYIOT Pa3BUTHUIO COCTOSIHUIO MAIEHTA.
IIpoepeccupyrowee Hegponiocuueckoe yxyouienue

Tepmun sH1EhamONaTHsT PA3BUTHSI MOXKET OBITH CIOKHO MPUMEHSTH Y TOKUIIBIX
JIIOJIEH, KOTOPBIE 3aBEPLINIIM BCE HOPMAJIBHOE PAa3BUTHE J0 Hadajla SIUJIENICHU C

KOTHUTUBHBIMH, HCBPOJIOTUYCCKUMHU HWIW [ICUXHUATPUUCCKUMHU HAPYIICHHUAIMU,



3aCTOEM WJIM perpeccoM. Y Takux Jdrofedl BMecto OP MOXKHO HCMOIB30BaTh
TEPMUH MPOrPECCUPYIOIIEE HEBPOJIOTUYECKOE YXYIIEHUE, KOT/Ia ATO HapyIlIeHUE

HaIPSIMYIO CBS3aHO C OCHOBHOM 3THOJIOTHEN.

Cunapomsbl Jnuiencuu ¢ JHuedanonarved HMIM  NPOrpecCUpYOLIAM

HEBPOJIOTMYECKUM yXyIIIeHHeM

Crenyroue CUHIPOMBI 3MUJIENICUM CBsI3aHbl C dHIE(AIONaTUEN pa3BUTHUS W/WIN
AMUJICNITUYECKON dHIe(daIonaTueil Wiu NPOTrPeCCUPYIONIUM HEBPOJIOTHYECKUM

YXYIIIEHUEM Y BCeX (WJIM MOYTH Y BCEX) MAIIMEHTOB:

Hoeopootcoennvie/mnadenyul

Pannsia mianenueckas sHuedanonatus pazputus u snuierncus (EIDEE)

e Dnuiencus MJIAJICHYCCTBA C MHUTPUPYIHOIIUMU (I)OKEU'IBHI)IMI/I IMpUCTYyIiaMunu

(EIMFS)

e CunapoM aerckux smmientudeckux crna3Mon (IESS)

Cunapom [pase (DS)

Jlemcmeo
e DnuJencusi ¢ MUOKJIOHUYECKUMH aTOHUYeCcKUMHU npuctynamu (EMALS)
e Cunapowm Jlennokca-I"acto (LGS)

L 9HHC¢)3J’IOH3TI/I${ Pa3BUTHA U/MIA  SIAICITHYECKAs C-)HHC(baJIOHaTI/ISI C

akTuBarueil muk-BosH Bo cue (DEE-SWAS, EE-SWAS)

e Cunapowm snuiencuy, cBsizanHoi ¢ pedpunpnoit nundexmueit (FIRES)

Cunapom reMuKoHBYJIbcun-remuruierun-snuiencuu (HHE)
Paznuunwviri 6o3pacm
e [Iporpeccupyromre muokaonndeckue snmiencuu (PME)

e Cunapom Pacmyccena (RS)



1.7. Pa3penieHue 3mujiencun
Onpenesienue

DNUIIETICUS CUUTACTCS PAa3PEIICHHON Yy JIMII, Y KOTOPBIX ObLT CUHIPOM SIHIICTICUH,
00yCJIOBIIGHHBI BO3pacTOM, HO KOTOpBIE ceiluac BBIIUIA W3 COOTBETCTBYIOIIETO
BO3pacTa, WK y T€X, Y KOTO He OBLJIO MPUMAAKOB B TeUeHHUE nocieaanx 10 net, u

KTO HC IpUHUMAJI ITIPOTUBOCY JOPOKHBIC ITPEIIapaThl B TCUCHUC ITOCICAHNX 5 jer.

Pa3pemeHne snuiiencun CBUAETENBCTBYET O TOM, YTO B JAHHBIM MOMEHT BPEMEHHU
DIUJICNICUA y TMAIlMEHTa HET, HO HEJb3S C YBEPEHHOCTBIO MCKIIOYUTH PELUIUB
IpUCTYNOB B OyaymieM. Puck peunauBa 3aBUCUT OT (POPMBI SIIMIIETICHUH, BO3PACTa,
CHUH/pPOMA, JTHOJIOTWH, JIEYEHUs] M MHOIMX JApyrux ¢akropoB. M3BecTHa
HeOoJIblIIasi YacToTa PeLUANBOB Iocie 5 neT 6e3 MPUCTYNOB, HO HET JaHHBIX O
yactoTe peuuanBos nocie 10-neTHero OecnpuctynHoro nepuoaa. 10-neTHuil cpok
pemriccun ObUT BbIOpaH B KayecTBE KpPUTEpUS H3-3a MPEANOIaraeéMoro O4YeHb
HU3KOTO pHUCKa peunauBoB. bosiee yem 10-yeTHee OTCYTCTBHE NPHUCTYIIOB Y
NALMEHTOB, HE IOJYYaBIINX JICYEHUS IOCIEIHUE 5 JIET, 10 MHEHUIO JKCIEPTOB
paboueii rpynmnsl MJIBD, cBumerenbcTByeT 00 OU€Hb HHU3KOM DPHCKE PEIUIMBa

npuctynos [3, 481- 483].

1.8 KiuuHuveckas kapTuHa 3a00/ieBaHMsI WJIH COCTOSIHUS (TPynnbl

3200J1eBaHUI MJIU COCTOSIHMA)
1.8.1. Knnuanyeckass KapTHHA OCHOBHBIX THUITOB AIMJICTITHYECKUX MTPUCTYTIOB.

IIpuctynm — 3TO BpeMEHHOE BO3HMKHOBEHHWE CHMIITOMOB W/WJIM TIPU3HAKOB,
BbI3BAHHBIX AHOMAJIBHOW YPE3MEPHOU WJIM CUHXPOHHOM HEUPOHHOW aKTUBHOCTBIO
B Mo3re. TepMuH «mpu3HaKuW» OYyJIeT HCMOJb30BaThCS IS ONHUCAHUS Kak
CHUMIITOMOB, TaK M MPU3HAKOB, KOTOPHIE BO3HUKAIOT BO BPEMsl MPUCTYIOB. IJTU
MPU3HAKU MOTYT HCIOJIB30BaThCs IS KiaccuduKkaiuy npuctymnoB. [lpuctyn He
00s13aTeIbHO O3HAYAET, YTO Y YEJIOBEKA SIHUJICTICUS, €CIM TOJBKO HE COOJFOACHBI

KPUTEpPUHM JIUArHOCTHKH JSnwiIencuu. IIOCKOJNIBKY CymIecTByeT psl COCTOSHHM,



KOTOPBIC MOT'YT OBITH CBSI3aHBI C IMapOKCU3MaJIbHBIMH CO6I>ITI/IHMI/I, KOTOPbIC MOT'YT

UMUTHPOBATH MPUCTYTIBI/STHIICTICUU, U UX CIEAYeT TIIATEIHHO UCKITIOYATh.
DONUNIeNTHYECKNUE TPUCTYTIBI B IIEJIOM JICIISTCS Ha CISAYIONIUE THUITHI:
e [lIpuctymsl ¢ pokambHBIM HAYAIOM
o [Ipuctymsl ¢ reHepaIM30BaHHBIM Ha4aJIoOM
e [IpucTymbl ¢ HEM3BECTHBIM HAYaJIOM
1.8.1.1. ®OKAJIBHBIE INPUCTYIIbI
1.8.1.1.1.dokaabHbIi NPUCTYIT

@oKaNbHbIE MPUCTYIBl KOHLENTYAJIU3UPYIOTCA KaK BO3HHMKAKOIIME B CETSX,
OTpaHUYEHHBIX OAHHUM MoyiapueM. OHU MOTYT OBITH JOKAJIM30BaHbI UM OoJiee
IIMPOKO  pacnpocTpaHeHbl. @OKalbHBIE NPHUCTYIBI MOTYT BO3HMKaTh B
MOAKOPKOBBIX CTPyKTypax. JlJIsi KaKIOro TUIA MPUCTYINAa NPUCTYIHOE HAyaso
MOCJIEIOBATEIBHO OT OJHOIO MNPUCTyNa K JPYroMy, C HPEUMYIIECTBEHHBIMU
MOJICJIIMA PACIPOCTPaHEHUs, KOTOPbIE MOTYT BKJIIOYATh UIICHIIATepaIbHOE WU/UIN
KOHTpaJlaTepajibHOE MOJTyIIApHUE. CemuoTuka (cUMITOMBI/TIPU3HAKY ),
BO3HUKAIOIIAss BO BpeMsl MPHUCTyNa, MOXET TO3BOJUTh HACHTU(ULIHUPOBATDH
OTpEJEICHHYI0 00JIaCTh MO3Ta WM JOJI0 WIH MOJIylIapye, KOTOPbIe YYaCTBYIOT B

Hayaje ¥ pacpOCTPaHCHUU NPUCTYMaA.

Knaccudukanus ¢okanbHBIX TPUCTYNOB AOKHA MPOBOJUTHCS TOJBKO B TOM
cllydae, €ClId IPUCTYH ABJIAETCA (OKAIbHBIM SIUJICOTUYECKUM MPUCTYIIOM U
UMUTATOPBl  Anwilencud Obuin  uckimroueHsl.  Kiaccugukanus — QokaibHbIX
IPUCTYIOB MPOBOIUTCS Ha JBYX ypoBHsX. CHavana mpucTyn Kinaccuduuupyercs
B COOTBETCTBHUU C YPOBHEM OCO3HAHUS, TaK KaK 3TO MMEET peularoniee 3Ha4CHUE
JUist 0€30MacHOCTH U HE3aBHCHMOCTH B TOBCEJIHEBHOM >XKuM3HM. Eciu co3HaHue
Hapymiaercs B JI000OH MOMEHT MPUCTYMNa, MPHUCTYN sBIsSETCS (HOKaIbHBIM
OPUCTYIIOM C HapylleHHeM co3HaHus. llockoiabKy NEpBBIA CUMOTOM/IIPU3HAK

MMpUCTyIIa SABJISICTCS Hanboyiee MOJIE3HBIM IIPHU3HAKOM  JJIA I/II[eHTI/ICbI/IKaL[I/II/I



obnactu Mo3ra, B KOTOpOﬁ BO3HHUKACT IMPUCTYII, IPUCTYIILI C (I)OK&HBHBIM Ha4daJIoOM
TaKIXKC KJ'IaCCI/I(I)I/IHI/Ipy}OTCH IO UX INCPBOHAYAJIbHOMY IIPHU3HAKY HA4ajid, B IOCJIOM

JIaYK€ €CIIM ATO HE CaMbIi 3aMETHBIM IPU3HAK IIPU IPUCTYTIE.

Takum oOpazoMm, s kimaccupukanuu (GOKATBHBIX TMPUCTYIIOB  BBIACISIIOT

CJICOYIOIUC THUIIBI ITPUCTYIIOB!:

e be3 HapylIeHUs CO3HAHUS WM C HAPYLIEHUEM CO3HAHUS
e J[BUraTeabHOE HAYAIO
e HensurarenpHoe Ha4aIIo

e @DoKanbHBIN CEHCOPHBIA MPUCTYT

e @DOKAIBbHBIA KOTHUTUBHBIN IPUCTYT

e  QDOKAIBbHBIA YMOLMOHAIBHBIN IPUCTYII

e  @DOKAIBbHBIA BET€TATUBHBIN ITPUCTYII

e @DoKaNIbHBIN IIPUCTYII C 38ACPKKOM TTOBEJICHYECKON AKTUBHOCTH

1.8.1.1.2. ®dokanbHbIii NPUCTYN € TMOCJEAYIOIUM JABYCTOPOHHUM TOHHKO-

KJIOHUIECCKUM NPUCTYIIOM.

@oKaJbHBIE IIPUCTYNBI MOTYT IIMPOKO PACHPOCTPAHATHCA B MO3TE, 3aTparuBas
JBYCTOPDOHHHME CETH, BKJIIOYAas] KOPKOBBIE M TIOJKOPKOBBIE CTPYKTYpBI, 4YTO
OPUBOJNAT K TOHUKO-KJIOHMYECKOMY IIPHUCTYIy C MOTEpPEN CO3HaHUA. DTOT THUII
IpHUCTyNa M3BECTEH KakK (DOKAIbHBIA C MOCIEAYIOIIMM JABYCTOPOHHHUM TOHHUKO-

KJIOHUYECKUM TIPUCTYTIOM.
1.7.1.1.3. lloaymapHasi JaTepajau3anus

Crenungurueckue (okanbHble IPU3HAKU NPUCTYNA, MOJIE3HBI JUIS JIaTepaln3aluu
Hayajla MpHUCTyNa WIA CETH B OJHO Modymapue. Takue MpPU3HAKU MOTYT OBITH

nH(OPMAaTUBHBIMU, Kor/1a 3anucu 91" HeMHPOPMaTHBHBI.

[ToMmuMO mNepBOHAYAIILHOIO MpPHU3HAKa MPUCTYMa, BO BpeMsl MPUCTyNa MOTYT
BO3HUKATh JIOMOJIHUTEIbHBIE CUMITOMBI/TIPU3HAKH, KOTOPbIE TaKXKe OTpa)xaroT

PETHOHAJIBHBIC CCTHU, YYACTBYIOIHIMC B BO3HHMKHOBCHUHN WIIM PACIPOCTPAHCHHNN



npuctyna. [locne knaccudukanmuu NpucTyna no ypoBHIO CO3HAHUS U HayalbHOMY
MPU3HAKY ATH JTOTOJHUTEIbHBIE COOTBETCTBYIOIIME MPU3HAKKM OTMEUAIOTCS Kak

ONUCaHKE MPUCTYIIA.

Ipumeuanue udopmarius U3 BUIEO MPUCTYIIOB U M3 TaKUX OOCIEIOBAHHM, KaK
29I, MPT, nabopaTopHbie WM F€HETUYECKUE TECThI, MOKET MCITOIb30BAaThCS IS

MOIJICPYKKH OMTUMHU3UPOBAHHON KIacCU(UKAINH MPUCTYTIOB.
Ilpeonazaemovie wazu ona Knaccugpukayuu OKaIbHBIX NPUCHYNOG

Onpenenure, SBIACTCS JIM HAYaIO0 TPUCTyNa (POKATHHBIM, YUYUTHIBAS BCIO
JIOCTYIIHYIO ~ COOTBETCTBYIOILIYIO MMOATBEPXKIAONIYI0 HUHPOpManui  (BUACO
npUCTyMoB, pe3yibTaTel 31, MPT u npyrux tectoB), ucnoiybdys 80% ypoBeHb
JIOCTOBEPHOCTU. EcCiau 3TOT ypOBEHb JOCTOBEPHOCTH HE JOCTUTHYT, MPUCTYM
ClelyeT CUMUTATh HEU3BECTHBIM o BpEMEHU HayaJia WIH
HEKJIaCCU(DUIIMPOBAHHBIM, €CIIM JIOCTyMHAs TMOATBEp)KIaromas wuHpopmaus

HCIIOJIHA.

Onpenenure, €cTh JIM CO3HAHWE WM HapyUIeHUE CO3HAaHMS (IPUCTYI SIBISETCS
(boKanbHBIM NPUCTYNIOM O€3 HAPYIICHHS CO3HAHUS WM (DOKAIBHBIM MPUCTYIIOB C
HapyIieHrneM cozHaHus). CO3HaHUE 3TO KOT/Ja YeJIOBEK IMOJTHOCTBIO OCO3HAET ceOst
U CBOE OKPY>KEHHUE Ha MPOTSHKEHUU BCETO MPUCTYIA, JAXKE €CIIM OH HEMOJBHUKEH.
Ecnmu co3nanue Hapymiaercs B JI000M MOMEHT MpHUCTyNa, MPHUCTYI SBISAETCA
(doKanbHBIM MPUCTYIIOM C HapylleHHeM co3HaHus. Eciu ypoBeHb cO3HaHuUs He
YCTAaHOBJICHA, NPUCTYN SBJISETCA OYArOBbIM IPUCTYIIOM C HEW3BECTHBIM

CO3HAaHUCM.

[Mpuctyn nanee kiaccupuuupyeTcss MO MEPBOMY MPHU3HAKY Hauyana, KOTOPBIN
MOXET OBITb CYOBEKTHBHBIM CHMIITOMOM WM OOBEKTUBHBIM HPHU3HAKOM. ITO

MOKET OBITh IBUTATEILHBIN WIIM HEJBUTATEIHHBINA MTPU3HAK (CM. BBIIIIE).

3areMm I[O621BJ'I$IIOTC$I AOIOJHUTCIIBHBIC TIPU3HAKK, BO3HUKAOOIMEC BO BPCEM:A
MNpUCTyIa, KOTOPbIC HMMCKOT OTHOMICHHWC K OIPCACICHHUIO obnactu MO3ra,

Y4acTBYIOIIEH B Ha4aje WIM PacpoOCTPaHEHUHU IPUCTYIIA.



ITPUCTYIIbI BE3 HAPYIIEHUA CO3HAHUA

CoXpaHHOCTb CO3HAaHUSI BO BPEMS IIPUCTYIIA ONPEIAEISIETCS KAK ITOJIHOE OCO3HAHUE
NAlUEHTOM ce0sl U CBOEro OKPY)KEHHUs Ha MPOTSHKEHUM BCETO NPHUIIAIKa, Jaxe
eclii OH HemojABIKeH. Eciu co3HaHMe COXpaHeHO, MPUCTYM SABISETCS (HOKaTbHBIM
OpUCTynoM Oe3 HapylleHHsl co3HaHMs. PaHee 3TOT Tum mpuctyna Obll W3BECTEH
KaK «IpOCTOM MapUHAIbHBIA mOpuctym». IIpucTynm Takke MOXKET ObITh
KJIACCU(PUIIMPOBAH C HCIOIB30BAaHUEM APYTUX MPU3HAKOB JIBUTATEIBHOTO MU
HEJBUTaTEIbHOIO Hayajla, HallpUMEp, 3TO MOXKET ObIThb (POKAIbHBIA CEHCOPHBIN
npuctyn 0e3 HapylIeHUs CO3HAHUS WM (POKAIbHBIN JIBUTaTENbHBIN MpUCTyN 0e3

HapyILIECHUs CO3HAHMUS.
IMPUCTYIIbI C HAPYIIEHUEM CO3HAHUA

Eciu co3nanue HapyiieHo B J000OH MOMEHT BO BpeMsl MPUCTYIA, MPUCTYII
ABJIIETCSI OYArOBBIM MPUCTYNOM C HapylleHHeM co3HaHus. CTeneHb NoTepu
CO3HAHUSI MOXXET ObITh pa3HoW. PaHee myi1 0003HAUYEHHsI 0YAroBOrO IPHUCTYIA C
HapyIIEHUEM CO3HAHUSl HCIOJIb30BAIMCh TEPMUHBI «CJOXKHBIM MapIuaibHbINA

IIPUCTYID» U «OYAroBbIM TUCKOIHUTUBHBINA IPUCTYII.
®OKAJIbHBINA MIPUCTYII

JIBUT'ATEJIbHBIV TPUCTYII

HpI/ICTyH C ABUT'AaTCJIbHBIM Ha4YaJIOM BKIIOYACT B celst ABUTATCIIbHYKO0 aKTHBHOCTDH
(I[BI/I)KGHI/IG) U MOXET OBITh BBI3BAaH KakK YBCIMYCHUCM, TdK W YMCHBIICHHCM
COKpalCHUA MbIIIIbLI UJIA I'PYIIIbI MBIIIII. B 3aBucUMOCTH OT BOBJICUCHHBIX IpynIl
MBIIIIL H criocoba Mx BOBHGﬁCTBHH ABUI'aTCIIbHBIC XAPAKTCPHUCTHUKHU IIPUCTYIIA C

ABUI'aTCJIbHBIM Ha4YaJIOM MOTI'YT OBITH IIPOCTBIMHU HUJIN 0oJIce CIIOKHBIMH.

Ilpumeuanue Ecmu  ¢QokanpHBIi  TIpUCTYN HE  XapaKTepu3yeTcs JTou
XapaKTepUCTUKOW B CaMOM Haudajle IMPUCTyNa, OHA HE MCIOJIb3yeTCs IS
KJaccu(UKamy MPUCTYIa, a BMECTO 3TOTO HCIIOJIb3YEeTCs] B KQUeCTBE OMUCAHUS
npucTyna rmnocie Kiaccuukaluu TOpUCTyna B COOTBETCTBUU C  €ro

XapaKTepHCTHKOﬁ Haydalia.



Tunbl IMPUCTYIIOB C JIBUTIaTCJIbHBIM HAYAJI0M

o DokanbHBI KIOHUYECKUH MPUCTYN — JBIKCHHE BKIIOYaeT B ce0s
YCTOWYMBBIE PUTMUYHBIC IIOJEPTUBAHNS, ITO MOXKET BKIIFOYATH JUCTAIBHYIO
KOHEYHOCTb, OJJHY KOHEYHOCTb WJIM OJHY CTOpOHY Tena. IlomepruBanus
MOTYT pacIpOCTpaHATbCSA Ha 4YacTH Tela B COOTBETCTBUM C HX
IIPEICTABIICHHOCTBIO B JIBUTaTEJIbHOM 30HE KOPBL, 3TO HM3BECTHO Kak

JKEKCOHOBCKHM Mapll.

e DokalbHBIM TE€MUKIOHWUYECKHN MPUCTYN, MOPU KOTOPOM YCTOWYMUBBIC
PUTMHUYHBIE OBICTpBIE MOJEPTUBAHUSI 3aXBaThIBAIOT OJHY CTOPOHY Tela B
Hayaje MPUCTYIIA, SBJIACTCS BAXKHBIM TUIIOM IPUCTYIIA ISl PACIIO3HABAHMS,
MOCKOJIBKY A3TOT THI TMPHUCTyNma HAOIIOMACTCS TIPU  ONPEIETICHHBIX
DNUJICNITUYECKUX  CHHJApPOMAax, TakKuX Kak cuHIpom [IpaBe wu

CaMOKYIHpyoIasics (ceMeitHasi) HeoHaTaJbHasl SMUICTICUSL.

e DokaNbHBI TOHWYECKUH MPUCTYI — IIOBBIIIEHHBIA MBIIIEYHBIA TOHYC,

0OBIYHO HHHMHﬁCH OT HCCKOJIBKUX CCKYH/ 10 HCCKOJIbKNX MHUHYT.

e @DoKaJIbHBI MOTOPHBIM MPUCTYIT C JUCTOHUEN — YCTOWMUYMBOE COKPAIIEHHUE
MBIIII-aTOHUCTOB M AHTArOHHUCTOB, BBI3BIBAIOIICE ATETOUJHBIC WIIHU

CKPyUHUBarOmue IBHXKCHHA, YTO IIPUBOJUT K HCHOPMAJbHBIM I103aM.

e @DOKWIbHBIM MHMOKJIOHWUYECKHM IPUCTYII — OJMHOYHBIM WIM KOPOTKas
cepHsi KOPOTKMX MBIIIEYHBIX COKpAIleHUl (ITOJEepruBaHuii), Kaxaoe

noaCpruBaHuc O0OBIYHO JJIATCA MATIMCCKYHABI.

e @DOKanpHBI ATOHUYECKHM MPUCTYN — BHE3AITHAS IMOTEPS] WA CHUKECHUE
MBIIIIEYHOTO TOHYyCa O€3 SBHOM MPEIIIeCTBYIONICH MHUOKIOHUYECKOW WU
TOHUYECKON aKTUBHOCTH, OOBIYHO JIsmmiics oT >500 MumiucekyHa a0 2
CeKyHJ. MOXKET 3aTparuBaTh TOJIOBY, TYJOBHIIE, YETIOCTh WM MBIIIIIBI

KOHEYHOCTEM.



@doKaNbHBIM JBUraTENbHBIM TPUCTYN C Mape3oM/MapajuioM — Hayauao
IOpUCTyIa XapaKTEPU3yeTCsl CIa0OCThIO MM IOJHBIM MapaJiyoOM MBIIILIbI

WJIA TPYIIIbI MBIIIIII.

doKalbHbIC AIUICOTUYCCKUE Ca3Mbl — BHE3aITHOE CFI/I6aHI/I€, paSFI/I6aHI/IC
ninm CMCHIaHHOC CFI/I6aHI/Ie-paBFI/I6aHI/Ie IMPOKCUMAJIbHBIX MBbBIIIL W MBIIIL]

TYJOBHIIA, JJisiieecs 1-2 ceKyH 1bl, 0OBIYHO TIPOUCXOIUT CEPUSIMH.

@OKaAIBbHBIN TMIIEPKUHETUYECKUI MIPUCTYIT — 3TOT TUIl IPUCTYTA BKIOYAET
JBIKEHUS IPOKCUMAJIbHBIX KOHEYHOCTEH WM aKCHAJIBHBIX  MBIIIIL,
IPOU3BOISIINX HEPETYISIPHBIE IBMXKEHHS OOJBILION aMIUIUTY/bl, TAKHE Kak
BpallleHue NeAasel, TOMYKH Ta30M, MPBDKKU, METaHUsI W/WJIM KayaTeJIbHbIE
JNBIWKEHUA. OTOT THUII TMPUCTyna HAOMIOJAeTCsl NpU TUIEPMOTOPHOU

(TUIEPKUHETUYECKOM ) SMUJICTICUU, CBSI3aHHOW CO CHOM

@DoKanbHBIA aBTOMAaTU3M — aBTOMATU3M — 3TO CKOOPAMHUPOBAHHAS,
MOBTOPSIOIIASCS  JBUTAaTElIbHAas aKTUBHOCTb, YacTO HANOMMHAIOIIAA
MPOU3BOJILHOE JIBIDKEHUE, HO BbINOJHseMas Oe3 Boiu. OHM  4acTo
BO3HHMKAIOT TP TPUCTyNaX C HApPYNICHHBIM CO3HAHWEM, HO MOTYT
BO3HMKaTh W 0O€3 HapymeHus co3HaHus. DokaabHbIC aBTOMATH3MBI

NPUCTYIIOB MOXXHO JOIIOJTHATECIBHO OIIMUCATh KaK:

Opodamnmanpaple: YMOKaHbE Try0amu, TOKUMaHWE TyO, >KEBaHHE,
TJIOTaHUE, IeTKaHbe, MOPTaHue TIIa3aMHu.

Pyku: OgHOCTOPOHHHWE WM JBYCTOPOHHHUE, HEJIOBKHE, TOCTYKHBAIOIIUE,
MaHUITYJTUPYIONINE WIH UCCIICOBATEIbCKUE IBUKEHUS PYKaMHU.
[leganbHbIe: ABYCTOPOHHHUE WM OJHOCTOPOHHHE JBFIKEHHUS CTOT/HOT, OHU
MOTYT BKJIIOYATh IIaranue, xoap0y wiau Oer. J[BWKEHHS TIO aMIUTUTYIE
Oonpllle HANMOMHHAIOT HOPMAJIbHBIC JIBWDKEHHUS, TI0 CpPaBHEHHUIO C
JIBIDKEHUSMH, HaOMomaeMpiMi TpU  (OKAJTBHBIX TUIEPKUHETHUYCCKUX
MPUCTYIaX, 3aTPArdBaIONIMX HOTH BBIMOJHSIIOTCS MEHEE HEHWCTOBO WU

OBICTPO.



IlepceBepaTUBHBIE: NBHKEHHE COCTOMT U3 HEHAMJIEKALIETO IMPOIOJIKECHHUS
JBIKEHUS 110 IIPUCTYTIA.

BokanbHble: OIMHOYHBIE WIIM TOBTOPSOIIMECS 3BYKH, TAKUE KAK BU3TH WIH
XPIOKaHbE.

BepbanbHble: OJUHOYHBIE WM MOBTOPSIOLIMECS CJIOBa, (pa3bl win
KOPOTKHE MPEIIOKEHHUS.

CekcyallbHBIE: CEKCYyaIbHOE IIOBEICHHUE.

Jpyrue: aBTOMaTU3Mbl MOTYT BKJIFOYaTh KMBAaHUE TI'OJIOBOM, pa3/ieBaHUE U

P APYTMX aBTOMAaTUYECKUX JIBUKECHUM.

@dokanbHBIM JIBUTaTEIbHBIN MPUCTYIl C AU3apTpueil/aHapTpueld — Haydalo
[IPUCTYyNAa XapaKTEpU3yeTCs TPYAHOCTAMU  aApTUKYJALUU pEeYd U3-3a
HapyILIEHUs KOOPAWHALIMM MBI, YYacCTBYIOUIMX B OOpa3oBaHUU 3BYKOB
peun. PenentuBHbIE M SKCIpecCHBHbIE (YHKIUHU SI3bIKa HE HapyLICHBI,

OJIHAKO PC€Yb INIOXO aPTUKYJIUPYETCA U MCHEC ITOHATHA.

QOKaNBbHBIA JIBUTaTENIbHBIM IPUCTYN C OTPULATEIBHBIM MHOKIOHYCOM —
BHE3AIHOE MPEPHIBAHNE HOPMAIBHOW TOHUYECKOW MBIIIEYHOW aKTUBHOCTH,
msimeecst 500 MWUIMCEKYHI — WM MEHbIe, 03  MIpHU3HAKOB
MPEALIECTBYIONIET0 MUOKJIOHYCa. DTO HAOMIOAAETCS MPHU MU TUYECKOM
CUHJpOME, CBSI3aHHOM C dHIe(amonaTheil pa3BUTUS U/WIIH SIS TUYECKON
sHIe(aTonaTel ¢ akTUBAIMEH MUK-BOJIH BO CHE, KOT/Ia pyKa WM T0JIOBa
3aTPOHYTBl  JIOKAJbHBIM  KPAaTKOBPEMEHHOW MOTEPEd  HOPMaJIbHOTO
MBIIIIEYHOTO TOHYyca. lloTepss MBIIEYHOTO TOHYCa KOpodYe, 4YeM IIpu
dokanbHOM aTtoHMYecKoM npumnaake. [lanMeHT MOXET CKOPPEKTUPOBATh

IMOTEPIO TOHYCA MYTEM U3MCHCHUA IICPBUYHOTO ITOJIOKCHMA.

@OKaIBbHBIN IBUTATENbHBIN IIPUCTYII C TOBOPOTOM — HAYAJIO yCTOMYMUBOTO,
OPUHYAUTEITHFHOTO CONPSKEHHOTO BPALECHUS TJ1a3, TOJIOBHI /WX TYJIOBHUIIA
wii OOKOBOTO OTKJIOHEHUS OT cpeAaHell nuHuu. BaxHo yka3aTh

JaTepanbHOCTD, MOCKOJIBKY OHa CIIOCOOCTBYET HOJIyIIapHOU



JaTepanu3alu, HalpuMep, MPUCTYI MOXKET ObITh (DOKAIBHBIM MOTOPHBIM

MPUCTYIIOM C TOBOPOTOM IJ1a3 U TOJIOBBI CIIPaBa.

e QDOKWIbHBIM JBYCTOPOHHMUM JBHUIaTEIbHBIA IPUCTYIl —  IPUCTYII
HAYMHAETCS B OJHOM MOJYLIAPUU, HO OBICTPO BOBJIEKAIOTCS TPYMIIBI MBI
C JBYX CTOpOH B Hawaine npuctyi. OrnpenencHHble MOATUIIBI JIOOHBIX
IIPUCTYIIOB B HA4aJle UMEIOT JBYCTOPOHHUE JABUTATEIIbHBIE IIPU3HAKH, 4ACTO
c acuMMeTpuuHOM mo3oi. Kak npaBuio, Ha0Onromaercs pasrubanue pyku (B
JIOKTE), (4acTo CcO Cru0aHHeM B 3aISICThE M CXKUMAHUEM KHUCTU B KYJIaK)
KOHTpaJIaTepajbHO MOJYIIAPUIO Hayajga MpPUCTylla W HIICHIATEPAIbHOE
crubaHue pyKd B JIOKTe. DTOT THN MPUCTYNa TaKKE OMHCHIBAETCS, Kak
«mmo3a (QexroBanblMKka»y Wi «uudpa 4». Bo BpeMs IBYXCTOPOHHETO
JBUKEHHUS] CO3HAHHEM MOKET OBIThb COXpaHHBIM, YTO TPUBOAMUT K
HEIPaBUIIbHOW JUArHOCTHUKE NPUCTYIA, KAK HEAMWICITUYECKOrO IIPUCTYIIA.
OTU  OpPUCTYNBl  MOTYT HIPOrpeccHpoBaTh 10  (POKAIBHOTO  WJIU

ABYXCTOPOHHETO TOHUKO-KJIIOHUYCCKOTO ITPUCTYIIa

@oKaJbHbIE MPUCTYNIBI MOTYT IIMPOKO PpACHPOCTPAHATBCA B MO3TE,
3aTparuBas JBYCTODOHHHME CETH, BKJIIOYas KOPKOBBIE M IIOJKOPKOBBIE
CTPYKTYpBI, YTO NPUBOJUT K TOHUKO-KIIOHUYECKOMY IPUCTYILy C IOTEPEN
CO3HAHMsI. DTOT THII NIPUCTYIIA U3BECTEH KAaK (POKAIBHBII C MOCIETYOIINM

ABYCTOPOHHHM TOHUKO-KJIOHUYECKUU IMPHUCTYIIOM.

e @doKanpHas DJNWICIICUS HENPEPBIBHAS — OTHOCUTCA K IOBTOPSIOLIMMCS
bokanpHBIM TpUCTyTIaM (OOBIYHII 3aTPArUBAIOIINE PYKY H JIUIO, XOTS MOTYT
OBITH 3aTPOHYTHl W JPYTH€ YacCTH TeJia) KOTOPhIE MPOUCXOMSIT KaxKIble
HECKOJIbKO CEKYHJ| WM MHUHYT, B T€UEHUU JJIUTEIIbHBIX MEPHOJIOB (JHEH
unu jet). OHu MoryT uMeTh BUJ J[?KEeKCOHOBCKOro Mapiia. B mopaxeHHO#

4acTH Tejla MOXKET HaOroaThest nape3 Toanaa.
Tunbsl NpUCTYNOB ¢ HEABUIATEIbHBIM HAYAJIOM

e DOKaJIbHBIA CEHCOPHBIN ITPUCTYI



DOKaIbHBIM KOTHUTUBHBIN PUCTYII
DOKAITBbHBIA SMOLMOHAIBHBINA IPUCTYII
@OKaIBbHBIN BETETATUBHBIN IPUCTYTI

DoKaNbHBIM MPUCTYT C 3aJAEPKKON MOBEJCHUYECKOW AKTUBHOCTH

DokanvHblil CeHCOPHblﬁ npucmyn BKJIOYACT OIONYIOCHUC, HCIBLITBIBACMOC B

HadaJIC TIIPUCTYIIA, 0e3 OOBEKTUBHBIX KIMHUYECKHX IIPU3HAKOB TIPUCTYIIA,

O4YCBHUIHBIX OJIA Ha6J'IIOI[aT€JI}I. dokaabHbIC CCHCOPHBLIC IIPUCTYIIBI MOKHO

JOIIOJIHUTEJIBHO OIIMCATh, KAK:

o dokanbHBI COMATOCEHCOPHBINA MPUCTYN — XaPAKTEPU3YETCS CEHCOPHBIMU

dbeHomMeHnaMu, BKJIIOYas MOKaJbIBAaHUE, OHEMEHHE, ONIYyIIEHNEe, TTOX0XKee Ha
yAap TOKOM, O0Jib, YyBCTBO JBIDKCHHS WJIM KEJIaHHE ABUTAThCS. OTU
MPUCTYMBI BOSHUKAIOT B CCHCOMOTOPHOM KOpE.

@oKaNbHBIA CEHCOPHBIA 3pUTENBHBIA MPUCTYII — XapaKTePU3YeTCs
AJIEMEHTAPHBIMU 3PUTEIbHBIMUA TAJUTIOLUHALNSIMYU, TAKUMHA KaK MHUTAOLIUE
WM MEPIAIONIMe OTHW/IBETa WIH Jpyrue (OopMbl, MPOCTBIC Y30PHI,
CKOTOMBI WJIM aMaBpo3. boiiee ClioxkHbIEe 3pUTENbHBIE TAJUTIOLUHALIMN, TAKAE
KaKk BHUACHUE CHOPMUPOBAHHBIX H300paXKEHUM, CUUTAIOTCS (DOKAIBHBIM
KOTHUTUBHBIM NMPUCTYNOM. DOKaIbHbIE CEHCOPHBIE 3PUTEIIBHBIE MPUCTYTIBI
BO3HUKAIOT B 3aTHUIOYHOM J0JIE.

@oKaNbHBIA CEHCOPHBIM  CIYyXOBOM NPUCTYII —  XapaKTePU3YeTCs
AJIEMEHTAPHBIMU CITyXOBBIMU (DEHOMEHAMHM, BKIIIOYAs >KYXOKaHUE, 3BOH,
OapabaHHbIii 00N WM OTAENbHbIE TOHBI. boijiee CIOXKHBIE CIyXOBbIE
TAJUTIOLMHALIMY, TaKHE KaK Toj0ca, CUUTAIOTCS (POKAJbHBIM KOTHUTHUBHBIM
npuctynom. DokalbHbIE CEHCOPHBIE CIYXOBBIE MPUCTYIBI BO3HUKAKOT B
CJIyXOBOM KOp€ B JIaTEPaJIbHOM BEPXHEW BUCOYHOM JI0JIE.

@DoKaNbHBIH CEHCOPHBI OOOHATENbHBIM MPUCTYIT — XapaKTepU3yeTcs

OOOHSATENPHBIMU (EHOMEHAMU — OOBIYHO 3alaxoM, KOTOPBIM YacTo



HEIPUATHBIM. OTU IPUCTYINBl BO3HUKAIOT B MEIUAJIbHO BUCOYHON HIIU
opOuTO(PpOHTANILHON 001aCTH.

e @QokalnbHBI CEHCOPHBIM BKYCOBOM MPUCTYIl —  XaAPAKTEPU3YETCS
BKYCOBBIMU ()EHOMEHAMHU, BKJIIOYAs] KUCIbIH, TOPbKUN, COJCHBIN, CIaJKHi
WIM METAUINYECKUM BKYC. OTH IPHUCTYIIBI BO3HHUKAlOT B TEMEHHOM
ITOKPBIIIKE U OCTPOBKE.

e @DOKalbHBIA CEHCOPHBIA BECTUOYJSAPHBIA NPUCTYNI — XapaKTepU3yeTcs
CUMIITOMaMHU TOJIOBOKPY’KECHHUs, BpAILEHUS, BEPTUIO WU OIIYLICHUA
BpalleHUs. OTHU NPUCTYNbl BO3HUKAIOT B TEMEHHOM KOpe, BHCOYHO-
TEMEHHO-3aThUIOYHOM COEAMHEHUHN WIM TEMEHHO-BUCOYHON KOPE.

e QDOKAIBbHBIM CEHCOPHBIM IPUCTYN € OLIYILIEHUAMHU IOPSAYETrO-XOJOAHOTO —
XapaKTEepU3yeTCs OLIYIIEHUSIMHU CHAa4Yaja ropsdyero, a 3aTeM XOJIOIHOTO.

o DokanbHBIA CEHCOPHBI MPUCTYN C HedaIuuyecKuM OIIyIIEeHuEeM —
XapaKTEPU3yeTCs OLIYLIEHUEM B T'OJIOBE, TAKMUM KaK I'OJIOBOKPY)KEHHE WIIN

roJIOBHAs 00JIb.

llpumeuanue Eciu  GOKaIBHBIM TPUNATOK HE  XapaKTEepU3YyeTcs  ATOM
OCOOEHHOCTBIO B CaMOM Hauaje MpUIlaJKa, OHAa HE HCIONb3YyEeTCsS I
KJaccu(UKauy MpUIajika, a BMECTO ATOTO HCIOJIb3YETCS B KAU€CTBE ONMUCAHUS
IPUCTYIa Toce KiIacCU(UKAIMU MPUCTYyHa B COOTBETCTBUU C €r0 HaYaJIbHBIM

IIPU3HAKOM.

llpumeuanue @OOKanpHBIE CEHCOPHBIE NPUIIANKUA SABJISIOTCS OJHUM U3 THUIIOB
AIUJIEOTUYECKON «aypbl». «Aypay — 3TO CyOBEKTUBHOE MEpPEKUBAHUE (KOTOPOE
MOXET OBITh CEHCOPHBIM, SMOITMOHAIBHBIM, BET€TATUBHBIM WU KOTHUTHBHBIM),
OILYIIA€MOE YEJOBEKOM, y KOTOPOTO CIIy4YaeTcsi MPHUCTYIM. «Aypa» OTpakaer
HaYyaJIbHBIN pa3psii IPUCTYIa B MO3re. ITO MOXKET ObITh U30JIMPOBAHHOE SIBIICHUE
WM MOXET TMPOrpeccupoBath M0 (OKAIHHOTO JBUTATEILHOTO TMPUCTYMa C
HapyLIEHUEM CO3HaHMUS WIA [0 (OKAIBHOTO TNPHUCTYNAa C MOCIEAYIOIUM
JBYCTOPOHHUM TOHHUKO-KJIOHHMYECKUM NPUCTYNOM. Aypa TakKe HM3BECTHA Kak

«IPERYHPEKICHUE.



DokanvHblll KOZHUMUGHBLI NPUCHYN BKIOYACT W3MEHCHUE KOTHUTHUBHOU
GbyHKIUU (KOTOPOE MOXET OBITh JSPHUIMTHBIM WU TOJOKUTEIbHBIM SBICHUEM,
TaKUM KaK HaBSI3YMBBIE MBICIIN), KOTOPOE MPOUCXOANUT B Havaie mpuctymna. YToos!
KJIaccuUIMpoOBaTh Kak (OKAIbHBIM KOTHUTHBHBIM TPUCTYI, HN3MEHEHHUE
KOTHUTHUBHOUN (YHKIIUU JTOJDKHO OBITH CIIEU(PUYIECKUM U HECOPa3MEPHBIM JIPYTUM
OTHOCUTETFHO HEHAPYIICHHBIM acleKTaM IMO3HAHMS, TTOCKOJIBKY TpH (HOKAILHOM
MPUCTYNE C HaApyHIEHHWEM CO3HAHUS HApylIaeTcsl BCS MO3HABaTe/IbHAA
NEeATeIbHOCTD. J[J1s1 XapakTepuCTHKN (POKAITBHBIX KOTHUTUBHBIX MPUCTYTIOB MOXKET
noTpeOOBaThCA CIEIUAIBLHOE TECTUPOBAHWE HA paHHEW CTaJuM MPUCTYIIA.

doKaIbHbIC KOTHUTHUBHEIC OPUCTYIBI MOKHO JOIOJTHUTEIBHO OIMUCATH KaK.

e dokanbHBI KOTHUTUBHBINA MPUCTYN C IKCIPECCUBHOU nucdazueii/adazueit
— HAYMHAETCS C HECIOCOOHOCTH TOBOPUTH Yy TMAaLMEHTa, KOTOPHIH
COOOIIAET, YTO OCO3HAET, YTO OH XOTEJN CKa3aTb, HO HE MOXET 3TO
BBIPAa3UTh. OJTOT THUI TPHUCTyNa CIEAyeT OTIWYaTh OT (POKATBLHOTO
JBUTATEIBLHOTO MPHUCTyNA C AU3apTpueii/aHapTpuel, mpu KOTOPOM MalueHT
TOBOPUT, HO PeUb IJI0OXO apTUKYJIUPYETCs (PEUEMOTOPHOE PACCTPOMCTBO).

e dokanbHbI KOTHUTUBHBIN IPUCTYI C aHOMHUEH — €CTh 0co0as TPYIHOCTh B
Ha3bIBAaHUH MTOBCEIHEBHBIX MPEIMETOB.

o doKajabHBI KOTHUTUBHBIN MPUCTYI C PEIENTUBHON qucdazueit/adasueinr —
HAYMHACTCS C HECTIOCOOHOCTH MOHMMAHMS S3bIKa MPU OTCYTCTBUU OOIIEH
CIYTaHHOCTH CO3HAHUA. DTOT THUI MPUCTyNa HAOIIONAETCs MPU MPUCTYIAX,
BOBJIEKAIOLINX TEMEHHO-BUCOUHYIO 00J1aCTh JOMUHAHTHOTO MOIyIIAPUSI.

e DoxkanbHBI KOTHUTUBHBIM TIPUCTYII CO CJIYXOBOW AarHo3uen —
XapaKTepu3yeTcsl  HECIOCOOHOCThIO  pPAacllo3HaBaTh WM pa3jidyaTh
3BYKH/CJIOBA WJIM COOTHOCHTh HMX C MX 3HaueHueM. Hampumep, uenoBek
MOJKET YCJIBIIIATh 3BOHOK, HO HE CBSI3aTh 3TO C MPEJCTABICHUEM O TOM, YTO
ATO 3BOHOK TenedoHa.

o doKajabHBI KOTHUTUBHBIA MPUCTYN ¢ MPOBOJHUKOBOI nucdazueii/adasueit

— HA4YMHAETCAd C HECHNOCOOHOCTH MOBTOPHUTH YCIBIIIAHHYIO peYb H3-3a



HECMOCOOHOCTH  KOAMPOBaTh  (OHOJOTUYECKYIO HH(OpMAIUIO  MpHU
COXPAHEHHOM CIIyXOBOM BOCHPUSTHH (TIOJHOM MOHMMAaHHUH YCIIBIIIIAHHOTO)
u 6ersoit peun (¢ yuetoM napadpa3oBbIX OMIHOOK).

@DoKalbHBI KOTHUTUBHBIN MPUCTYI C JUCICKCUEH/aleKCHel — MPUCTYI
HAYMHAETCS C C HECMOCOOHOCTM YHUTaTh K3-3a HAPYIICHUS MOHUMAaHUS
HAIMCAHHBIX CJIOB. DTOT TWUIl MpHUCTyna HAOIIOAAaeTcs MpH TMPHUCTYIaXx,
BOBJICKAIOIINX TEMEHHO-BUCOYHYIO 00JIaCTh JOMUHUPYIOIIETO MOTYIIAPHS.
@OKaIbHBIA KOTHUTUBHBIA IPUCTYI ¢ HAPYLIEHUEM NIaMATH — HAYMHAETCS C
HECIIOCOOHOCTH YIEpKUBATh B MaMSTH COOBITHS, IPOUCXOASIINE BO BPEMs
NPUCTYIA, B TO BpEMs Kak JPyrue KOTHUTHUBHBbIC (PYHKIMU U CO3HAHUE BO
BpEMsI IPUCTyNa COXPAHHBI.

@okanbHBIi KOTHUTUBHBIM TPUCTYIl C JEXaBw / JKamMe BIO -
XapaKTepU3yeTCsl TAKUMH SIBICHUSMU MaMATH, KaK YyBCTBO 3HAKOMOTO
(1exaBr0) U HE3HAKOMOTO (’kaMe BIO).

DOKabHBIM KOTHUTUBHBIN MPUCTYIl C TAJUTIONUHALMENA - XapaKTEPU3YETCA
CO3JaHUEM CJIOKHBIX BOCHPUSTHI O0€3 Haluyusi BHEIIHUX CEHCOPHBIX
CTUMYJIOB, OHU MOTYT OBITb 3pUTENbHBIMU (HAapuMep, cHOpPMHUPOBAHHBIE
o0Opa3bl), CITyXOBBIMU (HampuUMep, CIBIIIATH TOJ0CA) WU BKIIIOYATh JPYTUe
CEHCOpPHBIE MOJANBHOCTH, 0€3 U3MEHEHHs CO3HaHUS. CEHCOpPHBIE SIBICHUS
MOTYT CONPOBOXIATHCS CO CBS3aHHOW SMOLIMEH WJIM WHTEPHIpPETALUEH,
Hanpumep, cHOpMHUPOBAHHBIN BU3yaJIbHBIM 00pa3 MOXET COMPOBOKIATHCS
CTPaxOM WJIA MOXET BOCIIPUMHHUMATBHCS KaK MPECIECIOBAHUE WM MapaHOWs
(T. e. ¢ HeoNpaBJaHHBIM MOJI03PEHUEM / HEJJOBEPUEM).

@DOoKaJbHbIM KOTHUTUBHBIA MNPUCTYN C WJUIIO3UEH, XapaKTEPU3YIOIUNUCS
U3MEHEHUEM (DaKTUUYECKOTO BOCHPUSATHS, BKIIOYAIOIIETO 3pUTEIbHBIE,
CIIyXOBbI€, COMAaTOCEHCOpPHbIE, OOOHSTENbHBIE H/WIN BKYCOBBIC SIBJICHUS,
yacTo 0€3 SBHOTO U3MEHEHHUS B OCO3HAHUMU.

DoKabHbIM KOTHUTUBHBIN TIPUCTYII C JUCCOLUMALMEN — XapPaKTEPU3YETCA
OLIYIIEHUEM OTOPBAHHOCTU OT ce0s MM OKpY’KaIoLell cpenbl, XOTS U

OCO3HACT HuX.



e @DOKanpHbI KOTHUTHMBHBIA TPUCTYII C HABSA3YMBBIM  MBIILUICHUEM,
XapaKTEepU3YyOLIUNHCS HAIMYUEM HABSI3UMBBIX MBICIIEH, UIEH WU CKOILICHUS
MBICJIEH, BO3HUKAIOIIMX B Hayaje MPUCTyNa. DTO PEAKUN TUMN MPUCTYIA,
Ha0JI0JTaeMBbI pu ME3HAIBHBIX TEMEHHBIX, 3aHUX
naparunnoKamMnaibHbIX U JIOOHBIX MPUCTyIAX.

o @DoKaNbHBIA KOTHUTUBHBIH TPUCTYN C JUCKAJIbKYJIHUEH/aKaJIbKyauen —
XapakTepU3yeTcsd TPYIHOCTSMH B  3aBEPLIEHUM WM  [TOHHMMaHHU
MaTEMaTUYECKUX BBIUYMCICHUN. DTOT THUMN MPUCTyNa HaOIIOAAaeTCs Mpu
INPUCTYIAX, BOBJIEKAIOIIUX TEMEHHO-BUCOYHYIO O0JIACTh JIOMUHAHTHOI'O
MOTYLIAPHS.

o doxanbHBIH KOTHUTUBHBIM mpucTyn ¢ gucrpadueit/arpapuein —
XapakTepu3yeTcss TPYAHOCTAMM B MOHUCbME. OTOT TUI IPUCTyNa
HaOJIIoAaeTCsl MPU NPUCTYIAaX, BOBJIEKAIOIMIMX TEMEHHO-BUCOYHYIO 00JIaCTh
JOMUHAHTHOTO TIOJIyLIApHSL.

e @DOKanbHbIM KOTHUTHUBHBIA IIPUCTYN C JIEBO-IIPABOM IIyTaHULEU —
XapaKTEpPHU3yeTCcsl HECOCOOHOCThIO OTIUMYHUTH MPAaBOE OT JIEBOI'O B Hayale
OpUCTyna. OTOT TUI M[pUCTyna HaOmomaercs MNOpu  HPUCTyHax,
BOBJICKAIOIINX TEMEHHO-BUCOYHYIO 00JIaCTh IOMUHUPYIOIIETO MOTyIIapHS.

e @DOKanpHbIW  KOTHUTHUBHBIM  MPUCTYN  C  UTHOPUPOBAHHEM  —
XapaKTEepU3yeTcsi OAHOCTOPOHHEW HECHOCOOHOCThIO  COOOLIATh  HIIU
pearupoBaTh/OPUEHTUPOBATHCSI  HA  CTUMYJbBI,  TPEJCTaBIECHHBIE  C

IIPOTHUBOMOJIOKHOW CTOPOHBL.

Ipumeuanue Ecin GokanbHBIA MPUCTYT HE XapaKTEPU3YETCS ITOU OCOOCHHOCTHIO
B CaMOM Hauajie MPUCTyIa, OHa HE UCMOJIb3YeTCs Il KiIacCu(PUKaIMU NpUCTyTia,
BMECTO ITOTO OHA MCIIOJIB3YETCSI B KAYECTBE ONMCAHUS IIPUCTYIA MOCIE TOr0, KaKk

MPUCTYT KJIACCU(PUITUPYETCS B COOTBETCTBUU C €TI0 HAYAIBHONW 0COOEHHOCTHIO.

llpumeuanue ®DokanbHble KOTHUTHUBHBIE MPUCTYIBI SIBISIOTCS OAHUM W3 THUIIOB
AMWIENTUYECKON «aypbD». «Aypa» — 3TO CyObEKTHBHOE NEPEKUBAHUE (KOTOPOE

MOXKET OBITh CCHCOPHBIM, 5MOINHMOHAJIBHBIM, ABTOHOMHBIM HJIN KOFHHTI/IBHBIM),



UCIIBITHIBAEMOE YEJIOBEKOM, Yy KOTOPOTO CIIy4YaeTcsl MPUCTYI. «Aypa» OTpakaer
NEePBOHAYAJIbHBIN pa3psii MPUCTyHa B MO3re. DTO MOXKET ObITh EJUHUYHOE
SIBJICHUE WJIH MOXKET MPOTPECCUPOBATH 10 (HOKATBLHOTO JIBUTATEIHLHOTO MPUCTYTIA ,
10 (POKATBHOTO MPUCTYIIA C HAPYIICHUEM CO3HAHMS WK 10 (POKATHLHOTO MPUCTYIIA

C MMOCJICAYIOIINM ABYCTOPOHHUM TOHHUKO-KIIOHUYCCKUM IIPUCTYIIOM.

DoKanvHble 6ezemamueHble NPUCHYRbL XAPAKTEPU3YIOTCS W3MCHCHUSMU B
CHUCTEMaX, KOHTPOJIMPYEMBIX BEre€TaTUBHOW HEPBHOM CHCTEMOM, B Hadale
npuctyna. OHM MOTYT BO3HUKATh C OOBEKTUBHBIMU KIMHUYECKUMU NPU3HAKAMU
npucTyna, OYEBUAHBIMU JUIsi HaOmogatens, uiaun 60e3 Hux. DokampHbIC

BETCTAaTUBHBIC ITPUCTYIBI MOKHO JOIIOJTHUTCIIBPHO OIMCATh KaK.

o ®doxanbHBI BEreTAaTUBHBIA NPUCTYN C cepAleOneHuemM / Taxukapaueun /
Opanukapauel / acucronauen

e QoKaIbHBI BEreTaTUBHBIA NPUCTYII C OIIYLIEHUEM B DIUTaCTPHUU
(nuckoM@opT B BepxHEW YacTU >KMBOTA, IYyCTOTa, CTECHEHHE, OypJieHHE,
rOJIOJ - YyBCTBO MOXKET IIOJHUMATHCS K TPYIN WJIM TOPJly) WK ¢ TOUITHOTON
/ pBOTOM (MM APYTUMU KEITYyAOYHO-KUIIICUHBIMH SIBJICHUSMH) - TIPUCTYTIBI C
TUMM MIPU3HAKAMU OOBIYHO BO3HUKAIOT B MEAMAIbHON BUCOYHOM J0JI€.

o ®DoKanabHBINA BETr€TATUBHBIN MPUCTYII ¢ OJIEAHOCTHIO / IPUTUBAMU

e (DoxkanbHBI  BErE€TAaTUBHBIA  MPUCTYII C  TUIMOBEHTWIALUEH  /
TUIEPBEHTUIISIIINEH / U3BMEHEHUEM JIbIXaHUS

e QDOKaIBbHBIA BETETATUBHBIN ITPUCTYII C MAJIOIPEKINEH

e QDOKaIBbHBIA BETETATUBHBIN IIPUCTYI C DPEKLIHEN

e DokanbHBIH BEreTaTUBHBIA MPUCTYN C MO3BIBAMU K MOYEHUCIYCKaHUIO /
nedexarum

e QOKAIBbHBIA BET€TATUBHBIN ITPUCTYII CO CIE30TEYEHUEM

e dokanbHBINA BET€TATUBHBIN MPUCTYTI C PACHIUPEHNEM / CYy)KEHHUEM 3PAuKOB

Buumanue IlpuctynHasi acuCTONIUS JIOCTATOYHOM MNPOAOJDKUTENBHOCTH (> 5
CEKyH]1), UTOObI BbI3BaTh CHM)KEHUE NEep(y3un MO3ra, MOKET IPUBECTH K MOTEPE

TOHYCa TCJia, CKOBAHHOCTHU U / NI TOHUKO-KJIOHHYECKHUM JABHOKCHUSAM.



Ilpumeuanue Ecnu GOKaIBHBIN IPUCTYT HE XapaKTEPHU3YETCs 3TOU 0COOEHHOCTHIO
B CaMOM Haualie MPUCTYIa, OHA HE MCHOJb3yeTCs Il KIacCCU(PUKAUUA TPUCTYTIA,
a BMECTO 3TOTO HCHOJIb3YETCS B KAYECTBE ONMUCAHMS IMPUCTYyNA MOCIE TOTO, KaK

MPUCTYI KIACCUPUIIMPYETCS B COOTBETCTBUU C €r0 HAYAJIbHONW 0COOEHHOCTHIO.

Ilpumeuanue DokanbHble BEreTaTUBHBIE TMPUCTYIBI C TMPEUMYIIECTBEHHO
CyOBEKTUBHO TEPEKUBAEMBIMHU  SIBJICHUSIMU  SBJISIFOTCS OJHMM U3 THUIIOB
AMUJICTITUYECKON «ayphl». «Aypa» — 3TO CYObEKTHBHOE IMEpeKUBaHUE (KOTOPOE
MOET OBbITh CEHCOPHBIM, AMOIIMOHAJIbHBIM, BET€TATUBHBIM WM KOTHUTHBHBIM),
OILLYIIAEMOE YEJOBEKOM, y KOTOpPOTO CIYy4Yaercs MPUCTYH. «Aypa» OTpaKkaer
NEepPBOHAYAJIbHBIN pa3psij] MPUCTYNa B MO3re. DTO MOXKET ObITh M30JUPOBAHHOE
SABJICHUE WJIM TPOTPECCHpPOBAaHUE A0 (HOKAIBHOTO JBHUraTENIbHOTO MPHUCTYIA,
(GOKaNbHOrO MPUCTYINA C HApPYLUICHHEM CO3HAHUS WM (DOKaIbHOTO MpHUCTyHa C
NOCIYAYIOIMIMM JIBYCTOPOHHUM TOHUKO-KIIOHUYECKUM MPUCTYNOM. Aypy TakKxke

Ha3bIBAIOT KIIPCAYIIPCIKIACHHUCMD .

QDokanvHvle IMOUUOHAIbHBIE NPUCHYNBL XAPAKTEPU3YIOTCS H3MEHEHUSIMH
HACTPOCHHUSI WJIK SMOLMHI WJIU TIOSIBJICHUEM U3MEHEHUS AMOIHI 06€3 CyObeKTUBHBIX
HMOIIMI B Hayaje MPUCTyMa. ITU SMOIMOHAIbHBIE MPUCTYMBI MOTYT MPOUCXOIUTh
C OOBEKTUBHBIMH KIMHUYECKHUMHU MPHU3HAKAMU MPUCTYINA, OYEBHIAHBIMHU IS
HaOmonarensd, uinu 0e3 Hux. DoKalbHbIE SMOIMOHAIBHBIE MPUCTYNBl MOXKHO

JOIOJIHUTEJIBHO ONIMCATh, KAK:

o @DoKaNbHBIA IMOIIMOHAIBHBIN MPHUCTYIT CO CTPaAXOM/TPEBOTON/MAaHUKOU —
XapaKTEePHU3yeTCsl HAJTUYHEM CTpaxa, OeCIOKONCTBA, TPEBOTH WM TaHUKA
KaK BBIpRXXEHHOW WM HaOJII0IaeMol 3MOLMU B Havaie npuctyna. M3-3a
HEOPUSATHOW TMPUPOJBI OTUX MPUCTYNOB NANMEHTBl TAKXE MOTYT
UCIIBITBIBATh MPEABOCXMILAIONIYI0 TPEBOrY IO MOBOAY MPHUCTYIIOB. OTH
INPUCTYIBl BO3HUKAIOT B ME3UAJbHBIX BHCOYHBIX OO0JACTSIX, OCOOEHHO B
MHUHAAJIEBUAHOM Tene. MX MOXKHO OTIIMYUTh OT MAaHWYECKHMX AaTakK Io
HaJMYUI0 HAPYUIEHHOTO CO3HAHWS, aBTOMAaTU3MOB W JAPYTUMX IPHU3HAKOB

SMAJIICIITUYCCKOTO IMPHUCTYIIA, HNPOABIIOMIUXCA CTCPCOTHIIHO. Hx Takxke



OTJIMYAIOT OT (POKATBHOTO ABTOHOMHOTI'O MIPUCTYIIA C ONIYIIEHUEM B 00J1aCTH
AIUTACTPUs, T/I€ HAYAIBHBIM MPU3HAKOM IPUCTYNA SIBJISIETCS BET€TATUBHOE
OLIyIIEHHWE B OOJIACTH SIUTAacTpHUsi, a CTpaX MOXKET MPUCYTCTBOBATH KakK
BTOPUYHBII IPU3HAK.

DoKaNbHBIA SMOIMOHAIBHBIM MPUCTYI CO CMEXOM (TelacTUHYECKHM) —
B3pBIBBI CM€Xa WM XUXUKaHbs, OOBIYHO 0€3 COOTBETCTBYIOUICH CBSI3aHHOM
AMOIIMM CYACThS, U OMUCHIBAETCS KaK «0e3paJ0CTHBINY. ITOT TUI MPUCTYIIa
XapakTepeH g MNPUCTYNOB, BO3HMKAIOIIMX B TUIIOTAJaMyC€, HO MOKET
BO3HHUKATD MIPH MPUCTYIAX, BOSHUKAIOMIUX B JIOOHOHN MJIM BUCOYHOM JOJISX.
@oKaNnbHBI SMOLUMOHAIBHBIA MPUCTYNl € IJIA4eM (JaKpUCTUYECKHI) —
XapakTepU3yeTCsl  HAJIM4YMEM  CTEPEOTUIHOrO  IUIada, 3TO  MOXKET
COIIPOBOXKJATBCS ~ CJIE30TCYEHUEM, TPYCTHBIM BBIPAKECHMEM JIMLIA U
peinanusiMu. CyObeKTHBHAs SMOLIUSI TPYCTH MOKET NPUCYTCTBOBATH WIIM
OTCYTCTBOBaTh. OTH NPUCTYNBl YacTO COMPOBOXKAAIOT  (POKAIbHBIC
OMOLMOHAJIBHBIE IIPUCTYIIBI CO CMEXOM IIpH TUIIOTATAMUYECKON
ramaproMe. OHH Takke MOTYT BO3HUKATh IIPU MIPUCTYIIAX, BOZHUKAIOIINX U3
J00HOW MM BUCOYHOM nonelt. [1nau — peaxuil mpu3HaK SMUIEITUYECKOTO
IPUCTYIA, W Yalle BCEro OH ABISETCA IMPU3HAKOM HEAMUIIENITUYECKOTO
IIPUCTYIIA.

@OKaJIbHBIM  DMOLMOHAIBHBIA  TMPUCTYII  C  yAOBOJBCTBUEM  —
XapakTepU3yeTCsl HAIMYUEM IOJIOKUTEIBHOIO 3MOLMOHAIBHOTO ONbITa C
YAOBOJBCTBUEM, OJIA)KEHCTBOM, PaJOCTbIO, TMOBBIIIEHHBIM  JUYHBIM
0J1aronoJy4yreM, MOBBIIIIEHHBIM CAMOCO3HAHUEM WJIM 3KCTa30M. DTO PEIKUNA
THUII NPUCTYNIA, HAOIIOJAEMBbII MIPU MPUCTYNaX, BO3ZHUKAIOUIMX U3 NEpeaHen
OCTPOBKOBOM KOPBL.

@DoKaNbHBIA 3MOLMOHAIBHBIN MPUCTYIl C THEBOM — XapaKTepU3YyeTCs
HaJU4YuEM THEBA, KOTOPBIA MOJKET CONPOBOKIATHCS ArpeCCUBHBIM
NOBEACHUEM. OJTO PENKUN THUIl MPUCTYNA, THEB M arpeccus, €ciu u
OPUCYTCTBYIOT, TO B OCHOBHOM HAaOJIOAAIOTCS B IOCJIEHPUCTYITHOM

nepuojie. ODTOT TUIN MPUCTYNNAa HAYMHAECTCd B NPEPPOHTATBHBIX WU



ME3HAJIbHBIX BUCOYHBIX OONacTsax wmo3ra. dokanbHbIE SMOIMOHAIbHBIE
OPUCTYNBl C THEBOM OTJIMYAIOTCS OT HWCTEPUK U PEAKIHMA SIPOCTH
OTCYTCTBUEM  OpPraHM30BAaHHOIO,  IIEJICHANPABIECHHOIO  arpecCHUBHOTO
MOBEACHUS, UX CTEPEOTUITHOW SBOJIOLUENH BO BpPEMsSI KaKIOTO COOBITHS U
HaJW4YueM Jpyrux MPU3HAKOB DSIWICNTHYECKOTO IMPUCTyNa IO MeEpe

Pa3BUTHS IPUCTYIIA.

Ilpumeuanue Eciu  (okanmpHBIA TPUMIAJOK HE  XapaKTepU3yeTcsl  3TOi
OCOOCHHOCTBIO B CAaMOM Hauaje I[pUCTylla, OHa HE MCHOJIb3yeTcs JJid
KJIaCCU(UKALMU TPUCTYIIA, a BMECTO ITOrO HCIOJIb3YETCSd B Ka4eCTBE ONUCAHUS
IpucTyna Mocie KiacCupuKalud NPHUCTyla B COOTBETCTBHM C €ro HaydajabHOU

0COOEHHOCTBIO.

Ilpumeuanue dOokanbHbIE YMOLUMOHAIBHBIE IPUITAJKHU SBIIIOTCA OJHUM U3 THUIIOB
AMUJICTITUYECKON «ayphl». «Aypa» — 3TO CYObEKTHBHOE IMEpeKUBaHUE (KOTOPOE
MOJKET OBITh CEHCOPHBIM, AMOLIMOHAIBHBIM, BET€TaTUBHBIM WU KOTHUTUBHBIM),
OIIYIIAEMOE YEJIOBEKOM, Y KOTOPOro MPHUCTYI. «Aypa» OTpakacT HAadaJIbHBIN
paspsa OpUCTynma B MO3re. OJTO MOXET ObITh H30JIMPOBAHHOE SIBICHUE WIIH
nporpeccupoBath A0 (OKaIbHOTO JBUTATEIBHOTO MpUCTyNa, 10 (HOKAIBHOTO
OpucTyna C HapylIEHHEM CO3HaHWs WM 10 (OKAJIbHOTO TPUCTyNa C
NOCJIEYIOIUM JIBYCTOPOHHUM TOHUKO-KJIOHMYECKUM IPUCTYHOM. Aypa Takxke

U3BECTHA KaK «IPEAYNPEKICHUE .

DoKAJbHBIA NPUCTYNI €  32JEPKKOM  MNMOBEACHYECCKONM  AKTHUBHOCTH
XapaKTEePU3yeTCs] CHUKEHUEM aMIUTUTYbl W/WIM  CKOPOCTH JBUTATEIHHOU
AKTUBHOCTU WJIM 3a€PKKOM TEKyLIEH JBUTaTEIbHOW AaKTUBHOCTH BO BpEMS
npuctyna. [IocKobKy KpaTKOBpEMEHHasi 3aJ€p)KKa IIOBENCHUS  SBISETCA
OOBIYHBIM SIBJICHHEM U €€ TPYIHO UJACHTU(GUIIMPOBAT, B Haudaje MHOTHX
MPUCTYIIOB, 3aJepXKKa JODKHA ObITh IOCTOSIHHOM MW JAOMHMHHUPYIOIIEH Ha

MPOTSKEHUU BCETO MPUCTYIIA.

Ilpumeuanue Ecnu mnaunMeHT CcHOCOOEH OIpENesuTh, YTO CTpax SBISETCS

OCHOBHBIM IIPU3HAKOM Ha4dalla IIpUuIIagka W IOPUBOJUT K HCIIOABHIKXHOCTH,



IMPpUIIAA0K SABJISACTCA (I)OK&J'IBHLIM OMOIHWOHAJIbHBIM IIPUITAAKOM CO CTpPaXOM, H

HCTIOABHIXKHOCTD 3aTCM CUHUTACTCA OIIMCATCIIbHBIM IIPU3HAKOM H3-3a CTpaxa.

IIpumeuanue Eciu GpoxanbHbIA NPUIAJIOK HE XapaKTEPU3YETCs 3TUM MPU3HAKOM B
caMOM HayaJjie MpUIaKa, OH HE MCIOJIL3YETCs IS KiacCu(UKAIMU TPUTNAIKa, a
BMECTO JTOTO MCIOJIb3yeTCsl B KAauecTBE OIMCAaHUS MPUCTyNa TMOCIe

KJIaCCI/ICbI/IKaI_II/II/I MNpHUCTyIIa B COOTBECTCTBHUH C €TO HAYAJIbHBIM IIPU3HAKOM.

[IoMrMO mEpBOHAYANBHOIO IPU3HAKA IPUCTYIIA, BO BpEMs IPUCTYyNIA MOTYT
BO3HUKATH JIONOJHUTENIbHBIE CHUMIITOMBI/IIPU3HAKU, KOTOPBIE TaKKE OTPAKAIOT
pEruoHaIbHbIE CETH, YYaCTBYIOIUME B BO3HUKHOBEHHHM WIM PaCHPOCTPAHEHUU
npuctyna. [locne kmaccupukanuy NpucTyma 1no ypoBHIO CO3HAHUS U HAYaJIbHOMY
IIPU3HAKY 3TH JOIOJIHUTEIbHBIE COOTBETCTBYIOIIME IMPU3HAKKM OTMEYAKOTCA Kak

ONPEAECTUTENIA IPUCTYTIA.

Ilpumeuanue VIindopmanusi U3 BHACO MPUCTYNOB U U3 TaKUX TECTOB, Kak DJT,
MPT, naGopaTopHblE WM TEHETHYECKHUE TECThI, MOXKET HCIIOJIb30BAThCS IS

NOJIEP>KKU ONTUMHU3UPOBAHHOM KiacCU(pUKAIIMU TPUCTYIIOB.
Ilpeonazaemvie wazu ona Knaccupuxayuu GokaaibHblX NPUCHYNOE

1. Onpenenute, sSBASETCA W Hayajao NMpUCTyna (HOKAJIbHBIM, YUYUTHIBAsS BCIO
JOCTYIHYI0 COOTBETCTBYIOIIYIO TMOATBEPKAAIONIYI0 HHPOPMAIUIO (BHIEO
npucTymnoB, pesynbrarel I3, MPT u apyrux tecroB), ucnoib3ys 80%
YPOBEHB JOCTOBEPHOCTHU. ECIM 3TOT YpOBEHb JOCTOBEPHOCTH HE JOCTUTHYT,
U eclaM JOCTymHas NOATBepKAaromas WH(opMaus HENoJHA MPUCTYI
CJIelyeT CUUTATh C HEU3BECTHHIM HAYAJIOM WJIM HEKJIACCU(PUITUPOBAHHBIM.

2. Onpenenute, €CTh U CO3HAHWE WM OHO HAPYIICHO (TIPUCTYI SIBIISCTCS
dbokanbHBIM 0€3 HapylIeHUs CO3HAHMS WM (DOKAIbHBIM TMPUCTYIIOM C
HapylieHHHeM co3HaHus). Co3HaHWE 3HAYUT, YTOOBI YEJIOBEK IOJHOCTHIO
0CO3HaBaJl ce0s U CBOE OKPYKEHHE Ha MPOTSIKEHUH BCETO MPHUCTYIA, JIaxe
eclii OH HemnoJBWwxkeH. Ecnu co3HaHue HapyumieHo B JH000M MOMEHT

OpUcCTymna, MPHUCTYN SBISETCS (POKATBHBIM MPUCTYIIOM C HapyUICHHEM



co3HaHus. Eciiv creneHb CO3HaHUS HE YCTAHOBJIEHA, MPUCTYI SIBJISIETCS
(hOKaJIBHBIM MPUCTYTIOM C HEM3BECTHBIM CO3HAHHUEM.

3. Hpuctyn nanee kinaccUUIUPYETCs MO MEPBOMY HAdadbHOMY IPU3HAKY,
KOTOPBI MOXKET OBITh CYOBEKTUBHBIM CHUMIITOMOM WKW OOBEKTHBHBIM
MPU3HAKOM. OTO MOXET OBITh JIBUTATEIbHBIM WM HEIBUTATCIBHBIN
MpPU3HAK.

4, 3ateM B KayecTBE  ONMCaHUA  JOOABISIIOTCS  JOIOJIHUTCIBbHEIC
XapaKkTepUCTUKH, BOBHUKAIOIIUE BO BpEeMsI MPUCTYIIA U UMEIOIINE 3HAUCHUE
JJI.  TIOHMMaHWUS  PETHMOHAJIBHOM CE€TH  MO3ra, YYacTBYIOIIEH B

BO3HUKHOBCHHNHU HJIK PACIIPOCTPAHCHUHU ITPHUCTYIIA.

1.7.1.1.2. ®OKAJBHBIA MPUCTYHN, C MOCJEIYIOIUM
ABYCTOPOHHHMM TOHUKO-KIOHUYECKUM NPUCTYIIOM

dokanpHBI TPUCTYI MOXKET PACIPOCTPAHUTHCS Ha Oojiee IHUPOKHUE MO3TOBBIE
CeTH, YTO MPHUBOJIUT K (HOKAJHbHOMY MPUCTYIY C HOCIEAYIIMM JBYCTOPOHHUM
TOHUKO-KJIOHMYECKUM MPUCTYNOM. PaHee 3TO ObIJIO M3BECTHO KaK «BTOPUYHBIN
reHepaan3oBaHHbIN mpucTyn». Co3HaHHe HapyIIeHo. /J[BUraTenbHble KOMIOHEHTHI
B TAaKOM CUTyalluu BKJIIOYAIOT TOHUYECKHE W KJIOHUYECKHE 4YepThl. DTOT THII
IpUCTyTa MOXET CJIEAOBATh MOCJE JPYIHX TUIOB (POKAIBHBIX MPHUCTYIOB, TAKUX
KaK (oKaJbHBIC JABUTATEIIbHBIE MPUCTYIBI, ()OKATbHBIE KOTHUTUBHBIE MPUCTYIIHI,
(doKanbHbIE CEHCOpPHBIE MPUCTYMbl WU (DOKAIbHBIE MPUCTYNBl C HApyUICHUEM
co3HaHus. PacmpocTpaneHne B MO3re MOXKET ObITh HACTOJBKO OBICTPHIM, UYTO HE
UIESHTUPUIIUPYETCS MPEAIIECTBYIOMMN THIT (DOKaTbHOTO TpucTyna. DoKalbHBIN
OPUCTYN C TMOCIEAYIOMUM JIBYyCTOPOHHUM TOHHUKO-KJIOHUYECKHUM TPHUCTYIIOM
MOXXHO OTIu((depeHIIMPOBaTh OT TI'e€HEPaTU30BAaHHOIO TOHUKO-KIOHUYECKOTO
NIPUITaKa Ha OCHOBE JAPYTUX JI0KA3aTeIbCTB, KOTOPHIE TIOATBEPKIAIOT (OKATBHYIO
AMUJICTICUIO/3TUOJIOTUIO, WJIM MOKET HaONIOAAThCS acUMMETpus npu (HoKaIbHOM
OPUCTyNE C MOCIEAYIOIUM JBYCTOPOHHUM TOHHKO-KIOHHYECKHM MPUCTYIIOM

(HampuMep, MOBOPOT TOJIOBBI/TJIa3 B OJHY CTOPOHY, aCUMMETpPUYHAs aMIUIUTY]a



I[BPI)KCHHﬁ), H O3Ta aCUMMMCTpUA Ha6moz[aeTc;1 IMOCJaACAOBATCIIBHO OT IIPpHUIIAAKa K

IPUNAJKY.
1.7.1.1.3. NOJYIIAPHASA JIATEPAJIM3ALIUA

CHCI.IPI(i)PI‘IﬁCKI/IC q)OKaJIBHble MMPpU3HAKW MPUCTYIIA ITOJIC3HBI JIA JIaTCpaIn3allun

HavaJjia npucTyna Uik CCTU B OJJHO IOJIyHIapuc.

Hwuxe ommcaHbl IIPHU3HAKH, KOTOPBIC HNPCAIIOIAraroT JaTCpalin3aluio IPUCTYIIA,
Koraa 3allnucCH O0I' Oecrojie3Hbl. OTH IIPpU3HAKNU SABJIAIOTCA Y6C,I[I/IT€JIBHBIMI/I
A0Ka3aTcJIbCTBAMMU JIaTCpain3aluu, HO CICAYCT OTMCTHUTh, UYTO MHOI'JId OHHU MOT'YT

OBITH JIOJKHO JaTCpaIn3npPOBAHHBIMHA.

L4 OI[HOCTOpOHH?[?I IMPUCTYIIHAA KIIOHMYCCKAsA AKTUBHOCTb MJIM IIPUCTYIIHAA
AUCTOHUS IIPCAIIOJIAraroT JAaTCpaJIN3allui0 IIPUCTYIIA B IIPOTHUBOIIOJIOKHOC

HoJTyIapue.

e PanHuii GopcUpPOBaHHBIN MOBOPOT IOJIOBBI MPEANOIATACT JIATepATU3aLUIO B
IPOTHUBOJIOKHOE TOJIyIIapye, HANPAaBICHUIO MOBOPOTA TOJOBBI, T. €. €CIU
rojioBa MOBOPAYMBAETCS BIPABO, HAYAJIO MPUMNAAKA MPOUCXOAUT B JIEBOM

HOJTy ILIAPHH.

o [lpuctynHas peys JlaTepaan3yeT HEIOMUHAHTHOE MOJyIIapue.

o [lpuctynnas adazus naTepainuzyeT JOMUHAHTHOE MOTyIIapHe.

e [locnenpucrtynHas aucdazus JaTepain3yeT JOMUHAHTHOE MOy LIapHe.

e (CoxpaHeHHOE CO3HaHME BO BpeMsl MPUCTYNHBIX  aBTOMATHU3MOB
JaTepan3yeTcs B HEIOMUHAHTHOE MOJyIIapue.

e [locnenmpucTynHoe BbITUpaHHUE HOcAa JATepalM3yeTcsl B MOJylIapue,
UTICUJIATEPATILHOE PYKE, UCIIOIB3YEMOM JIJIsl BRITUPAHUS HOCA.

e OAHOCTOpPOHHEE MOpraHve TJla3aMH JaTepaliu3yercs B MOJylIapue,
UIICUJIATEPAIIEHOE MOPTaHUIO TIa3aMHu.

e [lpucrynHas pBoTa JIaTepain3yeTcs B HEAOMHUHAHTHOE MOJIyLIapHe.

JIOKaJII/IZiaHI/Iﬂ 0 70JIIM MO3ra



1. JloOHnas

2. Bucounas

3. Temennas

4. 3aTelIo4yHAs
JIoOHO-/10/1eBbIe MPUCTYIIBI

JloOHas nmonsg — camast Oosbias gouis. [Ipuctynsl, 3aTparuBaroniue ceTh JIOOHOU
JIOJIM, UMEIOT OTJIMYUTENIbHBIE YEPThl B 3aBUCUMOCTU OT O0JacTH BOBJICUEHHOM
J00HOM monu. JIBUrareabHble YepThl BHIPAXKEHBI U MO CBOEH MPUPOJIE MOTYT OBITH
TUIEPKUHETUYECKUMHU (HampuMep, TOTYKH Ta30M, MUHAHWE O00EMMHU HOTaMU WA
NeJaTupoBaHMEe) WIM ACHUMMETPUYHBIMM TOHUYECKUMU. JIBUTaTenbHas uepra
MOXET H€ OBITh HayaJdbHBIM IPU3HAKOM, MU B Hayaje MPUCTYI MOXKET ObITh
(doKaTbHBIM HEJABUTATEILHBIM TMPUCTYNIOM O€3 HapyIICHWS CO3HaHWS, dYepe3
KOPOTKHI Meproj] MOCcae Havyalla MPUCTya BO3HUKAET BhIPAXKCHHAs IBUTATEIbHAS
daza. B memom npuctymnbsl 0OBIYHO KPaTKOBPEMEHHBI U MOTYT COMPOBOXKIAATHCS
BBIPDQKEHHOM BOKaJIM3allU€H, CTPAHHBIM IOBEJACHUEM, HEIEpPKAHUEM MOYUd U
OTKJIOHEHHMEM T'OJIOBHI U TJ1a3. [IpucTynbl MOTYT OBITh HCKIIOYUTENHHO HOYHBIMU U
yacto kinactepHbiMu. [lpuctynHas D3I MoOXXeT HE MOKa3bIBaTh MPUCTYITHBIX

NaTTEPHOB WM MOXKET OBITh CKPBITa apTe(PaKTOM JBUKCHHS.

Buumanue! 1llpm HapymeHuM co3HaHWs (POKaJbHbIE MPUCTYIHBI JIOOHOTO
IPOUCXOXK/ICHUS C HAPYIIEHUEM CO3HaHUs OyJleT TPYJHO OTIMYUTH OT aOCAHCHBIX

IIPUCTYTIOB.

Buumanue! OnHako HOYHBIE JTOOHBIE MPHUCTYIBI MOXHO OMIMOOYHO MPUHATH 3a

ImapaCoOMHHU:

JIoGHBIe TpHUCTYNIBI OOBIYHO KPATKOBPEMEHHBI (<2 MHHYT) CO CTE€PEOTUIIHBIMU
yepTaMH, HaOJII0AaeMbIMUA OT IIPUCTYIA K MPUCTYITY, U 0€3 HapyIIeHUs] CO3HAHUS.

[TapacomMHnn 0OBIYHO OOJiee TMPOIOIKUTENBHBI (>10 MUHYT), UMEIOT pa3IUYHBIC



YCPThI OT COOBITHS K COOBITHIO U XapaKTCPU3YIOTCA CITYyTaHHBIM CO3HAHWEM, IIPpU

KOTOPOM BIIOCJICACTBUU ITALITUCHT HC IIOMHHUT COOBITHE.

[Tlpn mapacoMHHUSX KiacTepu3alisi BCTPEYACTCSl PENKO, W PaCIpPOCTPaHCHHBIC
napacoMHuu B ¢ase cHa 0e3 BJII' 0ObIYHO BO3HMKAIOT 4epe3 1-2 daca mocie
3aChlllaHMs, B TIEPBOM IIMKIIE TIIyOOKOTO MEIJIEHHOro cHa. HouHble J10OHBIC
IPUCTYITBI OOBIYHO BO3HUKAIOT B TEYCHUE HOYH M YaIlle BCETO B TEUCHUE TOTydaca

MOCIIE 3aChINaHus WIN IPOOYKIACHHUS.

Buumanue! JloOHbIE TPUCTYNBI MOTYT OBITh OHIMOOYHO MArHOCTUPOBAHBI Kak
HEANMUWICNTUYECKUE MPUCTYIBI, MOCKOJBbKY MOTYT HaOIIOAAaThCs JIBYCTOPOHHUE
JBUTATENIbHbIE (PeHOMEHBI 0€3 HapyllleHUsl CO3HaHus, a mpuctynmHas D31 Moxer

OBITH HOPMAJIBHOM.
Iloomunwt 106H0-0071€6bIX NPUCHYNOB
1. IlepBu4uHasi cCeHCOMOTOPHAs KOpa

[Ipuctynbl mpencTaBisiOT co0oil  ¢oKadbHbIE JIBUTATEIbHBIE MPUCTYIIBI,
XapaKTEPU3YIOIIUeCs JIOKQJIbHOU KJIOHUYECKOM, TOHHUKO-KJIOHHYECKOM,
TOHUYECKON WM MUOKIOHUYECKON aKTHUBHOCThIO. OHM MOTYT OBITh B BHJE
JKEKCOHOBCKOI'O0 Mapliia, KOTrJla OJHOCTOPOHHUE TOHUKO-KJIOHUYECKHUE JBUKECHUS
HAYWHAIOTCA B OJHOM TPYNNE MBI W IOCTEIIEHHO PAaCIpOCTPAHSIOTCA Ha
COCEHUE TPYIbI, OTpa)kasg paclIpOCTPAHEHUE NPUCTYNHON AaKTUBHOCTH IO
MOTOPHOM KOpe. MOTyT OBITh TOJBKO (POKATHHBIE COMATOCCHCOPHBIC MPU3HAKH,
TaKkue KaK OJHOCTOPOHHEE IOKalbIBAaHWUE, WM COYETAHUE C JBUraTEIIbHBIMU
npu3HakamMu. MoryT Takke HaOJI0JaThCsl HETaTUBHBIC JBUTATENbHBIC MPU3HAKH,

TaKkHe KaK OKaIbHbIC AaTOHHYSCKHEC TTPU3HAKH.
2. JlonoJHUTEeIbHAs CEHCOMOTOPHAsI KOpa

[Tpumagku mpencTaBisioT co0oi pokampHbIe IBYCTOPOHHUE MOTOPHBIE IPUCTYIIBI,
XapaKTEpU3YIOUIMECS BHE3AIHBIM HA4yaJloOM M CMEIICHHWEM aCUMMETPUYHOU
TOHMYECKOW mo3bl, msmencs 10-40 cexyHa ¢ MUHMMalIbHOM MOCIENPHUCTYITHOM

CIIYTAHHOCTBIO CO3HAHMHA. Bo3nukaer ACUMMCTPHUYHOC IIOJOKCHHC PYK C



pasrubaHueM pyKH MPOTHUBOIOJIONKHO TMOJYIIApUI0, U3 KOTOPOro HAYMHAETCS
OpUCTYNl W crubaHueM HICWIaTepadbHOM pyku. B Haudanme mpuctyma MoOXeT
NOSIBUTBCSI TPOMKAsl BOKAJIM3AlMsl WM OCTAaHOBKA pedud. ['0jioBa M TJia3a 4acTo
MOBEPHYTHI B CTOPOHY MPOTHUBOMOJIOKHYIO MOJYIIAPUIO U3 KOTOPOrO0 HAYMHAETCS
npuctyn. Jlo Hauama JBUraTeNbHBIX MPU3HAKOB MOXET OBITh (DOKaTbHBIN

COMAaTOCEHCOPHBIN NPUCTYII.

Ocmopooicno!  JlononHuTeNnbHasi CEHCOMOTOpHas o0O0JacTh TECHO CBfA3aHa C
JPYTUMHU O0JIACTSIMU MO3Ta, U aCUMMETPUYHOE TMOJIOKEHHWE MOKET HAaOII0aThCs
IpU TMPUCTYNAX BO3HUKAIOIIUMX M3 JAPYTUX oOJacTedl MOCPEACTBOM OBICTPOTO

pacipocTpaHeHus Ha JOTIOJTHUTEIFHYI0 CECHCOMOTOPHYIO 00J1aCTh.
3. OpoutodpoHTaIbLHAS KOpa

MOFYT Ha6JII-OI[aTI)C5I HapymICHUC CO3HAHHWA, HAYAJIBHBIC JIIOBTOPAIOIIHUCCA
ABTOMAaTU3MBbI, O0OOHSTENLHBIC rajIronuHanvy 1 UWIIKO3WMH, a4 TAKXKC BEICTATUBHBIC

MIPU3HAKH.
4. ®dpoHTOMOISIPHASI KOpPA

HpI/ICTyrII)I MOI'YT XapaKTCpHU30BATHCA HABA3YMBBIMHW MBICIIIMHU, HAPYHICHUCM
CO3HAaHUA, HUIICHIIATCPAJIBHBIM ITIOBOPOTOM TOJIOBBI MW TIJIa3 € BO3MOXHBIM
nepexoaoM B IOBOPOT Ha IMPOTHUBOIIOJIOKHYHO CTOPOHY, BCTCTATHBHBLIMU
IMpU3HaKaMu 141 dKCHUAaJIbHBIMH TOHUKO-KJIOHHYCCKUMHU ABHKCHHUSIMU,

IPUBOJSIIAMHU K MaJCHUSIM.
5. JlopcoJsiaTepanbHasi JIOOHAs KOpa

[IpucTtyn, BO3HUKAKOMKWK B JOMUHAHTHOM IOJyIIapuu B 30HE bpoka wmim 0OKOJIO
Hee, MOXKET MPUBECTHU K ada3zuu uiu Aucdazuu y nanueHTa, KOTOpbIi B OCTaAIbHOM
O0oapcTBYyeT M pearupyer. Bo3HUKAIOT ABUTATENIbHBbIC MPU3HAKHU, Yallle BCETO
TOHUYECKUE TPU3HAKU, U OHHM COMPOBOKIAKOTCA MOBOPOTOM TOJIOBBI M TJIa3 B

IMIPOTUBOIIOJOKHYIO CTOPOHY. MOFYT OBITH ONMCAHBI HABSI3YHUBEIC MBICIIH.

6. Iosicnas kopa



B naugane IMPUCTYIIbI XapaKTCPUIYIOTCA aBTOMATU3MOM C HAPYHICHUEM CO3HAHMA,
BMOHHﬁ/ HaCTpOCHHUA MW  BCTCTATUBHBIMH  IIPHU3HAKAMMU. MOFYT BO3HHKATh

(oxanbHBIE SIMOIMOHATILHBIE TPUCTYIIBI CO CMEXOM (T€aCTHUECKUE MPUCTYIIBI).
7. JIoOHO-TeMeHHasi MOKPBIIIKA

[Ipuctymnel XxapakTepu3yrTCsl CEHCOMOTOPHBIMUA CHMITOMaMHU B OOJacTH pTa U
s3bIKa (KOTOpPBhIE MOTYT NIEPEUTH Ha JIMIIO C TOM e CTOPOHBI), 3aTPyAHECHUEM Peun
(In3apTpueil) W CIOHOTEYeHHEM. PacnpocTpaHeHbl BereTaTMBHBIE (HAIpUMED,
ANUTacTpajbHble,  YPOTCHUTAJbHBIE, KEITYTOUHO-KUIIIEYHbBIE, CepJIeYHO-
COCYJIMCThIE WJIM PECHUPATOPHBIE), 3MOILIMOHAJbHBIE (HAalpUMEp, CTpax) u

KOTHUTUBHBIE (HallpUMEp, BKYCOBBIE) CUMIITOMBI.

Obpamume  6HuMaHue, 4YTO TEPMHHbBI OIEPKYJSPHbIE JOOHO-TEMEHHBIE,
LEHTPOTEMIIOPAJIbHBIC, CHUJIBBUEBBIE M POJAHAUYECKUE IPUCTYIBI SBISIOTCA
CMHOHHMMAaMH, OTHOCSIIMMHCS K TMPHUCTYIaM, 3aTparuBaroliuM O0JIaCTh BOKPYT

HEHTPaJIbHON OOPO3/1bl, 0COOEHHO B HMKHEH LIEHTPabHOM Oopo3e.
Buco4HO-10/1eBble IPUCTYIbI

[Ipuctynbsl BHUCOYHOW JIOJIM XapaKTEPU3YIOTCS  3aJ€PKKOM  TMOBENEHUS U
HapylleHueM co3HaHusl. Bo BpeMs mpHCTYIOB 4acTo HAOIIOJAI0TCS aBTOMATU3MbI
, BKIIIOYas OpaJIbHbIE W/WIM MaHyalbHble aBTOMaTH3Mbl. [lepen Hauvamom
HapyIICHUSI CO3HAHUSI MOTYT OBITh CEHCOPHBIE (CIIYXOBBIE), SMOIMOHAJILHbBIC
(cTpax), KOTHUTHBHBIE ([]e’a BIO) WM BEre€TAaTUBHBIE CUMIITOMBI (ONIYILIEHHE B
AIUTaCTpaJbHOM 00JIaCTH, TaxWKapaus, HW3MeHeHHe IBeTa). OOBIYHO TIOCIE

IMPUCTYIIa BO3BHUKACT CIIYTAHHOCTDb CO3HAHMA.

KoHkpeTHbIE 0COOCHHOCTH MOTYT YKa3bIBaTh Ha Ha4aJlo MPUCTYyNa B JOMUHAHTHOU
WM HEJOMHHAHTHOW BHCOYHOM J1o0jie. PeueBas akTUBHOCTb, IUIEBAHUE, PBOTA,
MUTHhE, MO3bIB K MOYEHUCITYCKAaHUI0 U aBTOMATHU3MbI 0€3 HapyIICHHS CO3HAHUS
MOTYT YKa3blBaThb Ha HA4Yaj0 MPUCTYNa B HEAOMUHAHTHOW BUCOYHOM Aoiie. [Tocie

IPUCTYIIHOE HApyLICHWE pEeYd YKas3blBaeT HA MPUCTYI, HAYABIIMMCA B



JOMUHAHTHOM BHCOYHOM JoJie. JMCTOHMS BEPXHUX KOHEYHOCTEU SBJISACTCA
WH(POPMATUBHBIM JIaTEPATU3YIOIMIMM IPU3HAKOM, YKa3bIBAIOIIMM Ha TMPHUCTYI B
MIPOTUBOIIOJIOKHOM TMOymapuu. HanpoTus, MaHyalbHbIE aBTOMATHU3Mbl OOBIYHO

IMPOUCXOIAT C TOM Xe CTOPOHBI.

VY Mi1aZieH1IeB BUCOYHBIE IIPUCTYIIBI MOTYT OBITh €1a00 BBIPAYKEHBI U MPOSIBIIATHCSA
noOJelHEeHUEM, alHOd W 3aJIepKKOW moBeAeHus. MoryT ObITh Oojiee paHHUE U
BBIPOKCHHBIEC JIBUTATEJIbHBIC IPOSBICHUSA, BKJIIOYAs TOHUYECKUE MPUCTYIBI WU
ANWIECNTUYECKUE CHa3Mbl, YTO MOXKET OTpakaTh pa3IMYHyl0 KAapTUHY

pacIpoCTpaHEHHsI B Pa3BUBAIOIIEMCS] MO3TE.

Ocmopoorcno! TlpucTynbl BUCOYHOM 10JIM C HAPYIIEHHEM CO3HAHUS MOTYT UMETh
CX0’KM€ MPU3HAKHU C IPUCTyNaMH JIOOHON JOJIM ¢ HapyleHueM co3HaHus. O1HaKko
OPUCTYIBl BUCOYHOW JOMM OOBIYHO UMEIOT Ooyiee MEJICHHOE Hayalio u
IPOrPEeCcCUpOBaHUE, a IOCIENPUCTYHASI CITyTAHHOCTh CO3HAHUS BhIpaXKeHa OoJee

CHJIBHO.

Ocmopoorcno! Tlpuctynsl BUCOUHON JTOJIM ¢ HAPYIIEHHUEM CO3HAHUSA HEOOXOIUMO
pa3nuyath OT abcaHCOB. XOTs B O0OMX Ciy4asX MOTYT ObITh aBTOMAaTH3MBI,
NPUCTYINBl BUCOYHOW JIOJIM, Kak TmpaBuio, jiuHHee (Oonee 30 cexyHn),
COMPOBOXAAIOTCS  MOOJEIHEHHEM W 3aKaHYMBAIOTCS  MOCIEHPUCTYITHBIM

CITyTAHHOCTHIO CO3HAHMUSI.
Iloomunwt 6ucouH0-001€6b1X NPUCMYNOE:

1. Me3nanbHasi BHCOYHAA 0JIs, BKJIOYASA THITOKAMII
IIpucTynel, HayMHAKOIIKECS B ME3UAIBHOM BUCOYHOM J0JE€, MOIYT
XapaKTEepU30BaThCA  OCOOBIMH  TMpU3HAKAMU  Hayayia, TaKUMH  Kak
BETE€TATUBHBIE MPUCTYIBI C MOSBICHUEM O3YIICHHUS B SIHUracTpalbHOU
obOnancty Wik OOJSIMU B KWUBOTE, KOTHUTHBHBIM MPUCTYN C (EHOMEHOM
déja vu/jamais vu wim SMOITMOHAIBHBINA IPUCTYII C YyBCTBOM CTpaxa. Takxke

MOI'YT BO3HHUKAThb HCIIPHATHBIC OOOHSITENILHBIC W BKYCOBLIC CCHCOPHBIC



OpUCTYNBl. OTH (OKAIBbHBIE THUMBI TMPUCTYIIOB MOTYT MPOUCXOIUTH
W30JIMPOBAHHO WJIM BHA4aje COMPOBOXKIATHCS 3aJCPKKON TOBEICHUS C
MEJJICHHOTIPOTPECCUPYIOIUM ~ HAPYIIICHHEM CO3HAHUS U  OPAJbHBIMU
(>keBaHue, 0OJIM3BIBAaHUE TY0, IIIOTaHHUE, JTBUXKCHUS SI3bIKA) M MaHYJIbHBIMU
aBTOMaTU3MaMmu. BereratuBHbie sBieHHS (TOOJETHEHUE, TOKpPACHEHUE,
TaxuKapausi) SBISIOTCS YacTHIMH. ABTOMATHU3MBl PYK MOTYT OBIThH
OJHOCTOPOHHUMH,  YTO  JIaTepaliu3yeT  CyIOpory B  CTOPOHY
UTICUJIATEPATLHOTO  Toymnapus. MOXKET BO3HHKHYTh OJHOCTOPOHHEE
pacIMpeHre 3pavKkoB, YTO TakK)Ke MOXKET JiaTepali30BaTh CYAOPOTY B
CTOpPOHY UTICUIIATEPATLHOTO TIOJTyIIIApHSL. MosxeT pa3BUTHCS
KOHTpaJiaTepaibHasi TUCTOHUS BEPXHUX KOHEUHOCTEH, a TaKKe BO3MOXKHBI
MOBOPOTHI TOJIOBHI M TJla3 B TIPOTHUBOMIOJIOKHYIO CTOpPOHY. IIpucCTyIbI
OOBIYHO JJISTCS JOJIBIIE, YeM IPU MPUCTYIIAX JIATepaTbHOM BUCOUHOM JOJH,
OJIHAKO pa3BUTHE (POKAITHHOTO MPHUCTyMA C MOCICAYIONIUM JBYCTOPOHHUM

TOHHUKO-KIIOHMYCCKUM IMPUCTYIIOM BCTPCUHACTCA PEAKO.

2. JlaTepajbHasi/HEOKOPTEKCHAS BHCOYHAA H0Js1

[Ipuctynbl naTepanbHOl BUCOYHOM JOJM MOTYT HAUMHATHCS € (OKAIBLHOTO
IPUCTyTa, COMPOBOXKIAIOIIETOCS CIYXOBBIMH WM BEPTUTO0Opa3HBIMU
nposiBieHUsIMU. @DOKaJbHBIM CIIyXOBOM MNPUCTYN OOBIYHO MPOSIBISETCS
MPOCTBIMU 3BYKaMH, TaKMMH KakK >KyX>OKaHUE WM 3BOH (B OTJIMYKE OT
copmupoBaHHOil peun). Eciau 3ByK CHBIIIMTCS TOJBKO B OJHOM yX€, 3TO
MOXET YyKa3blBaTb Ha BO3HUKHOBEHUE IIPUCTYyNla B MPOTHUBOIMOJI0KHOM
nojgymapud. B ominuMe OT NPUCTYNOB ME3UaJIbHOW BHUCOYHOM J0JIH,
IPUCTYIBI JIATEPATILHOM BUCOYHOM J0JM OOBIYHO KOpOYE MO BPEMEHH, a
HayaJo HapyLIEHHUsI CO3HAHUS MPOUCXOAUT paHblie (pa3a 6e3 HapylIeHUs
CO3HAaHMS HE Takas MpojonKuTenbHas). [Ipuctynsl naTepanbHOl BUCOYHOM
JOIM  MOTYT PpPacupoOCTPaHATbCA, M MOIYT BO3HMKATh JBUTATEIIbHbIC
CUMIITOMBI, TAKHME KaK ITPOTUBOIIOJIOKHAS IAUCTOHUS PYK, MOJECPTUBAHUE
JULA WM TPUMAachl, a TaKXe IMOBOPOTHI TOJOBbl W rina3. Paseurue

(bOKaJ'IBHBIX MNpUCTYNmoB C IHOCICAYIOMUMHU JIBYCTOPOHHHMMH TOHHUKO-



KIIOHMYCCKMMHU IIPUCTYIIaMH BCTPCHACTCA 4Yale, 4YCM IIpHU MIPUCTyIIax

Me3HaJIbLHON BUCOYHOM TOJIH.
TeMeHHO-10/1€Bble PUCTYIIbI

[TpucTynpl, HauMHAIOIIHMECS B TEMEHHOH JI0JIe, MOTYT OBITh TPYJHBIMU IS
JTUArHOCTUKH, OCOOCHHO Y JETeH, 3-3a CyObEKTUBHOTO XapaKTepa MPOUCKOISATITNX
OIIyIICHWH. MOTYT BO3HUKATh IIOJIOKUTCIBHBIC W/WIM  OTPHIATCIIHHBIC
CEHCOpHBbIE CUMNTOMBI. OOBIYHO COOONIAECTCS O MAPECTE3WsIX, HO TAaKKE MOTYT
BCTPEYATHCS JIC30PUCHTAITUS, CJIOKHBIC 3PHUTEIbHBIC TALTIONWHAIIMN, BEPTUTO U
3pUTEIIbHBIC WIUTIO3MH, a TakK)Ke HapyIICHUS BOCHPHUITHS Tejla (COMaTOUIHBIC
wuto3un). [Ipy BOBIIEUEHWH MOMWHAHTHOTO TIOJYIIAPUS MOXET HAOII0IaThCS
HapylIeHWe peUeNTUBHOW pedd. MOryT BO3HHUKATh HWIICHJIATEPAIbHBIC WIIH
MPOTHUBOIIOJNIOKHBIE POTATOPHBIE JBIDKCHHMS Tena. Yacto, KOTga MPHCTYI

pacIpoCTpaHseTCs, BOBICKAIOTCS IPYTUe€ JI0MH,.
Ioomunsl memeHHO-001€6b1X RPUCHYNOG:

1. IlepBuuHasi  ceHCOpHAasi 30Ha  (MOCTUHEHTPAJbHAS  M3BWJINHA)
[IpucTynbl  HAYMHAIOTCS C  TOPOTUBOIOJOXKHOM  CTOpPOHBI (WM, pPEXe,
UTICUJIATEPATIbHO WJU JIBYCTOPOHHE) (POKAIBHOTO COMATOCEHCOPHOTO MPHUCTYIIA,
yaiie BCEro ¢ Mmapecre3usiMu, TAKUMHU Kak MOKaJblBaHUE W/UIUM oHeMeHue. Moxker
OBITH ONTYIIEHUE TTOKAIBIBAHUSI, IIIEKOTKH, TTOJI3aHUS WIIA YJIEKTPUYECKOTO M0KA B
nopakeHHoM yactu tena. Korma npuctyn pacnpocTpaHsieTcsi 0 KOpe, CEHCOPHbIE
OLYIIEHUS] MOTYT TIOCJIEOBATENbHO PACIPOCTPAHATHCS BIOJAb YacTH Teja
(TKOKCOHOBCKMI Mapii); Npd 3TOM OOBIYHO HAONIOJACTCS JBUTATEIbHAS
aKTUBHOCTh B MOPAKEHHOM YacTH Teia. MeHee 4acTto BCTpedaroTcsi 0oJieBble U
TEPMUUYECKHE ONIYIICHUS (HapuMep, OLIYIIEHUE KKESHUS UM XO0JI0/1a).

2. HenoMuHAHTHasi TeMeHHasl Kopa

IIpucTynel MOryT XapakTepU30BAThCA HWCKAXKEHUEM BOCIPHUATHS TeJla C

OINYIICHHUEM  OBUKCHUS (HaHpI/IMep, HJIaBaHI/IH) ninm HN3MCHCHHCEM  IIO3bI



(HanpuMep, CKpy4YMBaHUE KOHEYHOCTH). MOTYT Takke BO3HHKATh COMATOMIHbBIE
WJUTIO3WHU, TaKUe KaK OIIYIICHUE YBEIMUEHUS (MAKPOCOMATOTHO3HS), YMEHbILICHUS
(MUKpOCOMATOTHO3HUS) WM MCUE3HOBEHHUS (ACOMATOTHO3MS) YaCTH TeJa, a TaKKe
yUTMHEHUS (TUTIEpCXEeMAaTHKa) WK COKpalleHus (runocxemaTtuka). OObIUHO OoJiee

HacTO MOPAKAKTCA JUCTAJIIbHBIC HACTH TCJId U S3BIK.

3. BropuyHasi ceHcopHas 30HAa (BepXHsid 4YacTb TeMEHHOH o0JacTH
CHJIBHEBOM 1IeJIN)
Habmronarorcss QokanbHble KOTHUTUBHBIE NPUCTYIBI, 332 KOTOPBIMH CIIELYET
OLYIICHHE HEBO3MOXXHOCTW  JBUIAaThbCs, YTO MOXET IOCIEA0BATEIBHO
pacIpoCTpaHAThCS MO 4YacTaM Tena B J[)KKOOCOHOBCKOM Mapiie (IpUCTYITHBINA
napaiguy), 3aTeM MOTYT ObITh KJIOHUYECKHE MOJEPTrUBaHUSl MOPAKEHHBIX YacTel
Tena.

4. TeMeHHO-3aTBLIOYHOE coeJUHeHHe
Habmonatorces ¢okaibHble KOTHUTUBHBIE MPUCTYIIBI C BU3YaJTbHBIMU HILTIO3USMH,
TaKUMH KaK Makponcusi (0OObEKTbl B YaCTH 3PUTEIBHOIO IOJIA KaKyTcs
OONBIIMMU) WM MHUKpONCHUsl (OOBEKTHI KaXyTCcsl MEHBbIIMMH). Takke MOTyT
BO3HHMKATh TOBOPOTHI 1a3 (OOBIYHO B MPOTHBOMOJIOKHYIO CTOPOHY) WU
snuiIenTuYeckuil Hucrarm. Ecinu HabnmogaeTcst HUCTarm, To OObIYHO €ro ObICTPBIN
KOMITOHEHT HAIIPaBJIEH B CTOPOHY NMPOTUBOMNOJIOKHOIO MOJYIIApHUs, 4 MEJICHHBIN
KOMIIOHEHT BO3BpALIAETCs B UIICHUJIATEPAIbHYIO CTOPOHY. [IBMKeHUs T71a3 0OBIYHO
MPOUCXOAST O€3 HApYIIEHHWsS] CO3HAHUS U MOTYT COINPOBOXKIATHCA MOBOPOTAMHU
TOJIOBBI WJIM TYJIOBUIIA. MOTYT BO3HUKATh CIOKHBIE 3pUTENbHBIC TAJLTIOLIMHALIVH.

5. IlapauneHTpajbHas 00s1acTH
[Ipuctynbl,  BO3HUKAWOIIME B  HEJAOMHHAHTHOM  TOJYIIAPUH,  MOTYT
XapaKTEPHU30BaThC CEKCyaJIbHBIMU OILYIIECHUSIMH, 3aTParMBarollNe TI'e€HUTAINU.
[locnenyromas ¢a3za mnpuctyna MOXET  COMNPOBOXKIATHCS  CEKCYyalITHOE

ITIOBCACHHUCM.



6. JdomuHaHTHas TeMeHHO-BHCOYHAS 00J1acTh
Habmonatorcss  (oKanbHBIE KOTHUTHUBHBIE TMPHUCTYIBI, XapaKTEePHU3YIOIIUECs
pPEUYECBBIMH HAPYIICHHUSIMU C TPYAHOCTSIMH B UTEHUH, BEIYUCIICHUSIX U TTUCHME.

7. JloOHO-TeMeHHOI ONepKYJIYyM
[Tpuctynpl XapakTepu3yrOTCs CEHCOMOTOPHBIMU CHUMITOMAMHM, 3aTParuBaIOIIAMU
pPOT M SI3bIK (KOTOpBIE MOTYT PacIpOCTPAHUTHCS Ha JIMIIO C TOH e CTOPOHBI),
TPYAHOCTBIO B peud (Au3apTpusi) MW CIIOHOTeUeHHeM. YacTo BcTpedaroTces
BETETATUBHBIE CUMITOMBI (HAIPUMEp, ONIYIIIECHUS B SMUTACTPUU, MOYEIIOJIOBBIC,
KEITy0UHO-KUIIIECYHEIE, CepICYHO-COCYTUCThIC 17001 pecCpaTOpHBIE),
AOMOIMOHANBHBIE CHUMITOMBI (HAmpuUMep, CTpaX) M KOTHUTHUBHBIE CHMIITOMBI

(HanpuMep, BKYCOBBIE OLTYILIEHHUS).

Ilpumeuyanue: TEpMUHBI JIOOHO-TEMEHHON OMNEPKYIYM, LEHTPOTEMIIOpPAaJIbHbIE,
CUJIBBUEBBI U POJIAHIMYECKHUE NPUCTYIIBI CHHOHUMBI U OTHOCATCS K IPHUCTYIIaM,
BOBJICKAIOUINM O0JIACTh BOKPYT LIEHTPAJbHOM OOpO37bl, OCOOCHHO B HIDKHEH

YaCTH IEHTPaIbLHON OOpPO3/IbI.
3aTbLI0YHO-10JI€eBble TPUCTYNbI

[IpucTynbl, BO3HUKAIOUIME B 3aTHUIOYHOM J10J1€, XapaKTepU3yloTcs (POKaIbHBIMU
CEHCOPHBIMU 3PUTEIBHBIMA MPUCTYTIAMH, KOTOPHIC SIBISIOTCS CYOBEKTHBHBIMU
MEPEKUBAHUSAMH, YTO MNPUBOAUT K TPYJHOCTAM B JHArHOCTHKE y MAaJ€HbKHUX
nerei. Taxxke MoryT HaOMIOIAThCA OKYJIOMOTOPHBIE NPHU3HAKH, TaKHe Kak
NPUHYAUTEIBHOE 3aKPbITUE TJIa3, TPENEeTaHUE BEK, OTKIOHEHUE IJ1a3 U HUCTArM.

YacTto 1o Mepe pacpoCcTpaHEeHUs MPUCTYMA BOBJIEKAIOTCS U JPYTHUE JOJIH.
[HoaTHNBI IPUCTYNOB 3aTHIJIOYHOM 10U
1. IlepBuuHas 3puTeJIbHAsI KOPa

[Ipuctynbl 3TOM oO0MacTH NPUBOAST K (POKAIBHBIM CEHCOPHBIM 3PUTEIbHBIM
OpUCTyHaM, 3TO MOTYT OBITh TO3UTUBHBIE 3pUTENbHbIE (HEHOMEHBI (OOBIYHO

pa3HoLBETHBIE (PUTYPBI, TAKME KaK KPYTH, BCTIBIIIKN) UM HETaTUBHbBIE ()EHOMEHBI,



TaKHUe KaK MOTEPs YaCTH MOJISI 3pEHUS WM cienoTa (amaBpo3). MoXeT BO3HUKHYTh
JBYCTOPOHHSSL NOTEPsl 3pEHMs,, U 3TO MOXKET ObITh B ()OpME 3aTEMHEHUs WIH
Oenmoro mpoBana. bojee cioxHbIe 3pUTENbHBIE 00pa3bl, KOTOPHIE CUUTAIOTCS C
(oKaNnbHBIMU KOTHUTHBHBIMHU IPHUCTyIIaMH, HE HaAOJIOJAIOTCS IMpH HpPUCTYyHaXx,
BO3HUKAIOIIMX B OTOM oOnacTu. 3puTenbHbI (QeHoMeH HaliogaeTcs B
IPOTHUBOIIOJIOKHOM M0JI€ 3pEHMS MOJylapusi Hadana npuctyna. Ecaum B ydactu
10JISL 3pE€HUSI BO3HUKAIOT [TO3UTUBHBIE 3pUTEIbHBIE (DEHOMEHBI, MOYKHO 3aMETUTb,
YTO BO BpeMsl NPUCTYyMa YEIOBEK CMOTPUT B 3TOM HampaBieHUH. MOXXeT ObITh
II0JIE3HO MONPOCUTHh MAJIEHBKOTO peOEHKa HapUCOBATh TO, YTO OH BUJUT BO BpeMs
npuctyna.  @DokanbHbIE  3pUTENBHBIE  CEHCOPHbIE  MPUCTYIBI  OOBIYHO
KpPaTKOBPEMEHHBI (<2 MHHYT), 4YTO MOKET TOMOYb OTJIMYUTH UX OT MUIPEHO3HOU

aypsl (5-15 muHyT).
2. DKcTpacTpuapHasi Kopa

HpI/ICTyr[BI B JTOM o00JlacTH CBSI3aHBI C 00jiee CJIO0KHBIMU 3PUTCIIbHBIMU
raJlIroquHanusaIMu, TAaKMMH KakK I/1306pa)1(eHI/I$I J'IIOI[GI\/'I, ZKHUBOTHBIX HJIM CIICH. Onn

cyuTaroTCs (DOKAITHHBIMU KOTHUTUBHBIMU IIPUCTYTIAMU
3. TeMeHHO-3aTBLLIIOYHOE COeTHHEHNE

MokHO yBUAETH dNUIENTUYECKU HUCTarM. Ecinu BuaeH HuctarM, TO 0OObIYHO OH
C OBICTPBIM KOMIIOHEHTOM B CTOPOHY, MPOTHBOIIOJIOXKHYIO TOJNYIIApUI0 Hadaya
MPUCTYNA, U MEJICHHBIM KOMIIOHEHTOM, BO3BPAIIAIOIIMMCS B UIICUIIATEPATHHYIO
CTOpPOHY. JIBM>KEeHHMs TJ1a3 0OBIYHO MPOUCXOAT 0€3 HApyLICHUSI COBHAHUS U MOTYT
COTIPOBOKIATHCS TIOBOPOTOM TOJIOBBI WJIM TYJIOBUINA. Takke MOXKET OBITh

TpereTanne BeK WM MPUHYIUTEIBHOE 3aKPBHITHE BEK.
4. Huxe mImopHoi 00po3abl

3aTbUIOYHBIE TPUCTYNbI, BO3HUKAIOIIME B STOW 00JIaCTH, MUMEIOT TEHJCHLUIO
pacmpoCTpaHAThCS Ha BHCOYHYIO JIOTIO, BBI3bIBas (DOKaJIbHBIA TPHUCTYI C

HapyIIeHUEM CO3HAHUSI.

5. Bbliie mmopHoi 60po3abl



3aTbhII0YHbBIC IMPHUCTYIIbI, BOGHUKAIOIINC B ATOU O6J'IaCTI/I, MOT'YT paClIpOCTPaHATHCA
Ha TEMCHHYIO JOJIIO, HO6HO-TCMCHHy1-O IMOKPLIMIKY WJIH JTIOOHEBIE JOJIN. doKaJlbHbIC
ATOHUYCCKUC JABHUIAaTCIBHBIC IIPUCTYIIbI MOTYT BO3HHUKATb, €CJIM IMPUCTYII 6BICTp0

pacrnpocTpaHsieTcs B T0OHbIE 00JaCTH.
1.8.1.2. TEHEPAJIN3OBAHHBIN TPUCTYII

['eHepann30BaHHbBIN MPUCTYIT KOHLUENTYAIU3UPYETCS KaK BOSHUKAIOIIUNA B KaKOM-
TO MOMEHT BHYTPHM U OBICTPO BOBJIEKAIOLIUN OMIaTepalibHO paclpeiesieHHbIC
cetu. Takue OwiarepanibHble CETH MOTYT BKJIIOYATh KOPKOBBIE M IMOJAKOPKOBBIC
CTPYKTYPBI, HO HE 0053aTeJIbHO BKJIIOYAIOT BCIO KOPY. XOTS OTAEIbHbIEC MPUCTYTIBI
MOTYT Ka3aThCs JOKAIbHBIMH, OT OJTHOI'O IPUCTYIIA K APYTOMY MECTOIOJIOKEHHUE U

JaTepalin3alus He SIBIIOTCS TOCTOSHHBIMU.
['eHepann30BaHHBIC MPUCTYIIBI KJIACCU(PUIIUPYIOTCS Ha CICAYIOIIUE TUTIBI:
C nBuraTeabHBIM HAYaJI0M

e  TOHMKO-KJIOHMYECKUE U BAPUAHTHI

° Tonuueckue

e  AToHHMYECKHE

° MHUOKJIOHHYECKHE

° MuUOKIIOHUKO-aTOHHYECKUE

e  DrmiaenTHYECKUE CHa3MBbI
C HenBUTATEIBHBIM HAaYaJIOM

e  Tunuunelii abcaHc

e  ATHUNMYHBIN a0bcaHC

e  MUOKJIOHHYECKUH aOcaHC

o AOcaHC ¢ MHOKJIOHUEH BEK



JABUI'ATEJIBHOE HAYAJIO
TOHUKO-KJIOHUYECKUA MPUCTYII U BAPUAHTHI

['eHepanu30BaHHbIE TOHUKO-KJIOHUYECKHE IPUCTYIIBI— OTO JBYCTOPOHHHUE H
CUMMETPUYHBIE TE€HEPAIU30BAHHBIC [BUIaTEIbHBIC IPUMAJAKUCTYIBI, KOTOPBIE
BO3HUKAIOT y YEJIOBEKAa C NOTEPEU CO3HAHUs. | OHHUKO-KJIOHWUYECKHU INPUCTYII
COCTOMT U3 TOHUYECKOW (IBYCTOPOHHEE IOBBIILIEHHUE TOHYCa, AJIALIEECS OT
HECKOJIbKHX CEKYH]I O HECKOJIBKUX MUHYT) U 3aTEM KIIOHUYECKOI (IBYCTOPOHHHUE
YCTOMYMBBIE PUTMHUUHBIE MOJAEPrUBaHuUs) (a3bl, Kak MPaBUiIO, B ITOM IMOPSIKE,
OJIHAKO MOTYT Tak)X€ BO3HHUKAaThb TAKUE BapualUM, KaK KIOHUKO-TOHHUKO-

KJIOHUYECKUNA U MUOKJIOHUKO-TOHUKO-KJIOHUYECKUU.

KiloHnueckuii MNpucTynn — 3TO NPUCTYN C JABYCTOPOHHMMH yCTOMYMBBIMU
PUTMUYHBIMM TOACPTUMBAaHUAMM U 1noTeped co3HaHusA. OH oTiM4yaercs OT
MOBTOPAIOIIMXCS  CEPUMHBIX MHMOKJIOHMYECKHX IPUNAAKOB PUTMHUYHOCTBIO
NOACPTUBAHUKA W TEM, YTO OH BO3HMKAE€T B YCIOBHUSX IOTEPU CO3HAHUA.
[ToBTOpsitOLIMECS CEpUilHBIE MHUOKJIOHMYECKHE MPUNAAKU (Hampumep, Ipu
MUOKJOHUYECKOM  SIUJIENTUYECKOM CTaTyCce) CBA3aHbl C HEPETyJISPHBIMU

noacCpruBaHusAMH, 4aCTO € YaCTUYHO COXPaHCHHBIM CO3HAHHUECM.

Buumanue! XoTs acUMMeTpHs, Takas KaK OTKJIOHEHUE TOJIOBBI M TJa3, MOXET
HAO0JI0JaThCS TIPU TeHEPaIN30BaHHOM Hayaljle ABUTATEIbHOrO MPHUCTYIA, €CIIU OT
IpUCTyNa K NPUCTYITy HAOII0JAI0TCS MOCTOSIHHBIE (POKAIbHbBIE IPU3HAKH, CIETYET
paccmaTpeTh (POKaJbHBIM NPUCTYN € MOCIEIYIOIIMM JABYXCTOPOHHUM TOHHUKO-
KJIOHMYECKUM TPUCTYNOM WM (POKATbHBIA JBYXCTOPOHHHUM JBUTATEIbHBIN

MPUCTYTI.
ToHnvecknit npucTyn

['enepann30BaHHbI TOHUYECKUN IMPUCTYIl BKJIKOYAET JBYCTOPOHHEE ITOBBILICHUE
TOHYCa KOHEYHOCTEH, KOTOPOE OOBIYHO JUIUTCA OT 3 CeKyHI 10 MUHYT. [Ipuctymns
4aCcTO NPOUCXOIAT BHE CHA, MOTYT INPOUCXOJWUTH CEPUSIMHU B TEUEHUE HOYMU U

MOI'YT pPas3jiuydaTtbCd II0 HHTCHCHMBHOCTHM TOHHWYCCKOI'O HaIIPsXKCHHAA. Jlerkue



TOHUYECKHE MPUCTYIBI MOTYT MOKa3bIBATh HEOOJIBIIIOE HANPSKEHUE KOHEYHOCTE!
U MOTYT MPOSIBIATHCA TOJBKO KaK OTKpbIBaHWE/pacuIMpeHue ria3. YemoBek He
OCO3HAET 3TU cOoObITHs. B Hauane ToHMYeckoro mpuctynaa ¢ 6ojgee HHTCHCUBHBIM
HaIpPsHKEHUEM YEJIOBEK MOXKET M3/1aTh BBIIOX-3BYK WIIM XpIOKaTh. boiee cuibHbIE,
Oonee  MPONOJDKUTENBbHBIE  TOHWYECKHME  MPHUCTYINbl  MOTYT  BKIIIOYATh
BUOpALIMOHHBIC ~ JBUKEHHS, KOTOPbIE MOXHO CHyTaTh C KIOHHMYECKUMHU
NOJEprUBaHUsAMU. TOHHYECKHE MPHUCTYMbl YACTO CIy4yaloTcs y JIoJed ¢

HapyILIEHUEM NHTEIJIEKTA.

Buumanue! Xora npu reHepalnM30BaHHOM TOHUYECKOM MPHUCTYIE MOXKET
BO3HHMKATh aCUMMETPHs, TaKasl KaK OTKJIOHEHUE T'OJIOBBI U IJ1a3, €CJIU OT IIPUCTYIIA
K TPUCTYNy HaOMIOAAIOTCSl TOCTOSIHHBIE OYaroBble TMPU3HAKH, CIEIYeT
paccMmatpeTh (POKaIbHBIA MPUCTYN C MOCIEAYIOIIMM JBYXCTOPOHHUM TOHHUKO-
KJIOHMYECKUM HPUCTYNOM WM (POKAJIBHBIM JBYXCTOPOHHMM JBUTAaTEJIbHBIN

IIPUCTYII.

Ilpumeuanue TOHWYECKHE TPHUCTYIBI SBISIOTCS OJHUM W3 THUIIOB TPHUCTYIIOB,
KOTOphIE MOTYT TPHUBECTH K <«JpOIM-aTake», Ipyrue TMPUYMHBI JPOI-aTaK
BKJIIOYAIOT MHUOKJIOHMYECKHE (0COOEHHO y JieTedd MIIQJIIero Bo3pacTa),

ATOHUYECKHE U MUOKIOHUKO-aTOHUYECKUE TIPUCTYTIBI.
ATOHMYECKHU PUCTYI

ATOHMYECKHUH TPHUCTYI BKJIIOYAET B ce0s BHE3AMHYIO IMOTEPI0 WU CHU)KCHHE
MBIILIEYHOTO TOHyca 0€3 SABHBIX MPEAIIECTBYIOIMINX MHOKIOHUYECKUX WIH
TOHUYECKUX MPU3HAKOB. ATOHUYECKHE TPUCTYIBI KPATKOBPEMEHHBI (<2 CEKyHA) U
MOTYT 3aTparuBaTh rOJIOBY, TYJOBHILE WM KOHEUHOCTU. ATOHUYECKHE PUCTYIIbI

JaCTO BO3HHUKAIOT Y JIIOI[Gﬁ C HAPYIICHUECM MHTCIIICKTA.

Ilpumeuanue ATOHWYECKHE TPHUCTYMHI SBISIOTCS OJHUM W3 THUIIOB MPUCTYIIOB,
KOTOpbIE MOTYT TIPUBECTH K «JIpOI-aTake», Ipyrue MPHYUHBI JpOI-aTak
BKJIIOYAIOT MHOKJIOHMYECKHE (0COOEHHO y JieTed MIIQJIIero Bo3pacTa),

TOHHUYCCKNC U MUOKJIIOHHUKO-aTOHUYCCKHUC ITPUCTYIIbI.



MuOKJIOHUYECKHH MPUCTYII

MHUOKIOHUYECKUN TPUCTYN — 3TO OJMHOYHBIE WA CEPUUHBIE MOJECPTrUBaHUS
(KpaTKOBpEMEHHBIE MBIIICUHbIC COKpaleHus). Kaxaoe mnojaepruBaHue OOBIYHO
JIIATCS MUJUTUCEKYH/IBI. MuOKJIOHHUYECKUUN SIUICITUYCCKUMN cTaTryc
XapakTtepusyercss  npopopkamommmucs (> 30 MUHYT)  HeperyJsIpHbIMH
NOACPTUBAHUAMM, YaCTO C YACTUYHO COXPAHEHHBIM CO3HAHHEM. OTU JBE
OCOOCHHOCTH  OTJIMYAIOT MHUOKJIOHHUYECKHH  SMUJICNTUYECKUH  CTaTyc  OT
Tr€HEePAIM30BAHHOTO KJIOHMYECKOTO MPUMAKa, IPU KOTOPOM CO3HAHUE TEPSIETCS, a

moaACpIruBaHus SABJIAIOTCA YCTOﬁqHBBIMH U PUTMHUYIHBIMU.

IlpumeuanuE MUOKIIOHWYECKUH NPUCTYNl — 3TO OAWMH M3 THUIIOB IIPUCTYIOB,
KOTOpPBIM MOXET NPHUBECTH K «IpON-aTake», Jpyrue MpUYUHBI JIPOI-aTaK

BKIIIOYAaOT TOHUYCCKUC, AaTOHNUYCCKNC U MUOKIIOHUKO-aTOHUYCCKUC IIPUCTYIIbI.
MuUOKJIOHMYECKO-aTOHHYECKU M npucTyn

MMUOKIIOHUKO-aTOHUYECKUM TPUCTYII — 3TO MHOKJIOHWYECKHM NPUCTYIL, 3a
KOTOPBIM ClIelyeT aTOHMYECKUH NpucTyn. MHOTr1a aTOHUU NPEaIeCTBYET Cepus
MHUOKJIOHUYECKUX TMojaepruBanuii. IlopakatoTcsi rojioBa W KOHEUHOCTH, YTO
OOBIYHO TMPUBOIUT K OBICTPOMY TMaaeHUI0. MHOKIOHUYECKOE IMOJACPTrUBaHUC

MOJKET OBIThH ¢Ba 3aMCTHBIM.

Ilpumeuanue MUOKIIOHUKO-aTOHUYECKUN MPUCTYIl — 3TO OJUH U3 TUIIOB
IIPUCTYIIOB, KOTOPBIA MOKET NPUBECTH K «JIPON-aTaKe», NPyTrue MPUUYUHBI IpOI-
aTaKk BKJIIOYAIOT MHOKJIOHMYECKHE (OCOOEHHO Yy JeTed MIiajllero BO3pacTa),

TOHUYECKUE U ATOHUYECKHUE TIPUCTYTIHI.
ONMWICNTHYECKHE CIA3MBbI

ONUIENTHYECKU CclMa3M — JTO BHe3anHoe crubaHue, pasrubaHue WId
CMeIIaHHOe CruOaHue-pa3ruOaHre MPOKCUMATBHBIX MBI W MBI TYJIOBHIIA,
asmeecs 1-2 cexkyHAbl, T. €. JOJIbIIE, YeM MHUOKJIOHHMYECKOE MIOJEPIUBaHUE
(KOTOpBIN JIUTCS MUJUTUCEKYHJIbl), HO HE TaK JOJII0, KaK TOHUYECKUU MPUCTYII

(KOTOPBIH I7UTCS OT 3 CeKyH] 10 MUHYT). Cria3Mbl 0OBIYHO MPOUCXOISAT CEPUSIMHU,



0o0bryHO Tpu TpoOyxkaeHun. Crnabble GOopMbl MOTYT BO3HHUKATh TOJBKO B BHJIE
JBKEHUS TOJ00PO/IKa, TPUMACHUYAHUS WIIM KMBKA rojioBbl. Cria3Mbl MOTYT OBITH
JIBYCTOPOHHE-CUMMETPUYHBIMH, ACUMMETPUYHBIMU WU OJHOCTOPOHHUMH, B

3aBUCUMOCTH OT TOI'0O, UMCHOT JIX OHU I'CHCPAJIN30BAHHOC HUJIKN OYaroBOC HA4aJIo.

Brumanue! Srmmnentudeckue cra3mMbl OOBIYHO MMPOUCXOIAT CCPUAMHA (HGCKOJIBKO B

KJIACTEPE) , €CIU OHU €UHUYHBIE, PACCMOTPUTE APYTHE TUIIBI IPUCTYIIOB.

Baosxno snunentuyeckue cma3Mbl MOTYT BO3HHMKaTh € TE€HEPaIM30BaHHBIM
HayaJjoM, 0YaroBbIM HA4aJiOM WJIU MPUCTYN C HEM3BECTHBIM HadasioM. OHM Takke
MOTYT BO3HHMKATh Kak OoJjiee MO3/HsS YepTa MPUCTyNa, a HE B Hayaje MPUCTYIIA.
bonee KOpoTkoe BpemMs JUAarHOCTHUKM W KOHTPOJS SNWIENTHYECKUX CIa3MOB
CBS3aHO C JIYUIIMMHU pe3yjbTaTaMu Pa3BUTHS y MalieHbkuX naereil. dokaiibHbIe
AMUJICTITUYECKUE CMa3Mbl UMEIOT 0CO00€ 3HAu€HUE, MOCKOIbKY HJICHTHU(UKALNS
CTPYKTYpPHOM  TPUYUHBI MOXET TMO3BOJUTH  PACCMOTPETh  BO3MOKHOCTH
XUPYPrUYECKOro JiedeHus: snuiencuu. llpusHaku QoxaibHOT0 MPOUCXOXKICHUS
ANWIENTHYECKUX CHa3MOB BKJIIOYAIOT ACHMMETPUIO JBUTATENIbHBIX MPH3HAKOB
(ocobeHHO TIpM HaYyalbHBIX Cla3Max B CEpPUM), JaTepajbHBI MOBOPOT
rOJIOBBI/TJIA3, (POKAIBHBIA aKIEHT Ha MEXIPUCTYMHON Wi npuctynHoit O30 u

Hanu4uue GOKaIbHON CTPYKTYPHON aHOMAJIMU MO3Ta.
HEJIBUI'ATEJIbBHOE HAYAJIO
IIpucTtyn THIUYHOrO adcaHca

[Ipuctyn TunmuyHOTO abcaHca — 3TO TCHEPAIM3OBAHHBIM MPHUCTYI ¢ BHE3AIMHBIM
HA4aJIOM U CMEILIEHUEM U3MEHEHHOTO CO3HAHUS, KOTOPOE MOXKET Pa3InyaThCs 1O
CTETICHU TSHKECTH (CM. KOHKPETHBIE CHHAPOMBI). [laMsaTh Ha cOOBITHS BO Bpems
MIPUCTYIIOB OOBIYHO HApYIIIEHA, XOTS HEKOTOPOE CO3HAHHE MOXKET COXPAaHATHCS,
0COOEHHO Y TIOJIPOCTKOB. MOTYT BO3HHUKATh KIIOHUYECKUE JIBIKCHHS BEK, TOJIOBBHI,
OpoBeli, MOA00POKA, MEPUOPATHFHBIX WM JAPYTHUX YacTe JHIla, Yarie BCEro C
gactotod 3 Tu. Peako wMoxker HaOMIOAATECS MHUOKIOHYC KOHEYHOCTEH.

PaCHpOCTpaHeHLI OpAJIbHBIC 1 MaHYaJIbHBIC ABTOMATHU3MbI, U MOKCT Ha6J'HOI[aTBC$I



COXpaHEHUE TMOBEJEHHUs, HMEBIIET0 MECTO JI0 Hayana mnpumnagka. AOcaHc-
MPUCTYIIBI paHee ObLIM M3BECTHBI KaK MPUMAIKU «petit maly. MoxeT BO3HUKHYTh

AMUICTITHYECKUI CTaTyC aOCaHCOB.

Buumanue! Ecnm oTnenbHBIN aOcaHC-TIPUCTYI JIIATCA Oojee 45 CEeKyHI WIH C

MOCTHPUCTYITHOM (pa30i HY>KHO paccCMOTPETh (POKATBHBIN MPUCTYTI.

Buumanue! Ecnu abcaHC-TIPUCTYNBl Hadaluch < 4 JIET HYXXHO PacCMOTPETh

CHUHJIpPOM JeduIuTa TpaHCIOpTepa TIOKO3HI 1.
IIpucryn arunuyHoro abcanca

[IpucTyn aTunu4HOrO abcaHca UMEET MEHEE PE3KOE HA4alo U 3aBEpLICHUE OTEPU
CO3HAHMSI, YeM THUIHUYHbIE abcaHC-TpucTynbl. OHM 4YacTO CBSI3aHBI C JAPYTUMHU
NIPU3HAKAMHM, TaKMMH KAaK IIOTE€psS TOHYCa MBI TOJIOBBI, TYJIOBHUINA WIIH
KOHEYHOCTEH (4acTO MOCTENEHHOE MAJICHUE) U €[Ba 3aMETHBIE MHOKIOHUYECKUE
nojeprusanud. Ilpuctynsl aTunumuHoro abcaHca 4acTO BO3HMKAIOT Yy JIHOACH ¢
HapylleHueM uHTesuiekTa. [loreps co3HaHusi MOXKET ObITh MHUHMMAJIbHOW, KOI'Za

IMalUCHT IIPOAO0JIKACT 3aHUMATBLCA YCM-TO, HO ooiee MCOJICHHO HMJIK C OITMOKaMU.

Buumanue DT TpUCTYynbI MOXET OBITH TPYIHO paclo3HaTh y TNalMEHTa C
MPOIOJIKAIOIICHCS TeHEpATM30BaHHOW MeuIeHHOoM (<2,5 I'r) nmuk-BoiaHOM Ha D3I,
pPEKOMEHAYeTCsl THaTeabHasi Koppessiius Mexay I U KIMHHUYECKUM

COCTOSTHHEM.
IpucTyn MHOKJIOHHYECKOTr0 adcaHca

PurMuueckre MHOKIOHMYECKHE TOJAEPTUBaHUA IUJIed U PYK C TOHUYECKUM
OTBEJICHUEM, YTO MPUBOAUT K MOCTEIIEHHOMY MOJbEMY PYK BO BpeMsl MPUIMAIKA.
MuoknoHrYeckrue MoJepruBaHusl OOBIYHO JBYCTOPOHHHE, HO MOTYT OBITh
OJIHOCTOPOHHUMHU WJIM aCUMMETPUYHBIMU. MOTYyT BO3HHUKaTh MEpUOPaAIbHbBIC
MUOKJIOHUHM U PUTMHUYECKUE MOJAEPTUBAHUS TOJ0OBBI U HOT. [Ipuctynsl gistesa 10-
60 cexyHJ U OOBIYHO CIY4YalOTCs €KEIHEBHO. YPOBEHb CO3HAHMS BapbUPYET OT

MMOJTHOM MMOTCPpH CO3HAHUA 1O COXPAHCHHOI'O OCO3HAHMA.



AOCaHC ¢ MUOKJIOHUAMH BEK

MHuUoOKIIOHHSI BEK — 3TO KPaTKOBPEMEHHbIE, OOBIYHO PUTMHYHBIC, ObICTpBIE (4—6
') muokmoHWUYecKHe mojepruBaHus BekK. OOBIYHO OHU HAOIIOHAIOTCS IOCIHE
3akpeiTus  Tia3. OHU MOTYT CONMPOBOXKIATHCS 3aKaThIBAHUEM TJa3 WA
BHITSITUBaHWEM TOJIOBBI. OHM MOTYT CONPOBOXKIATHCS W3MEHEHHHEM CO3HAaHUS
(OTCyTCTBHMEM), HO MOTYT TaKXe TMPOUCXOIUTh 0€3 3aMETHOTO HW3MCHEHUS
co3Hanus. Korja mosBisieTcs 3TOT TUIT IPUCTYTIA, OH OOBIYHO HAOIIOAACTCS YacTo

(HECKOJIBKO pa3 B JICHb WJIU JJaXe B Yac).

Buumanue! Ecnun HaOmrogaeTcss MUOKIOHUYECKHM MPUCTYN C OTBEACHHEM PYK,

BEPOATHO 3TO MPUCTYIT MUOKJIOHHYECKOro abcaHca

1.8.1.3. IPUCTYI C HEU3BETCHbIM HAYAJIOM

[loBcenHEBHO 1O Hayaly TMPUCTYNBI B LEJIOM KJIacCU(PUIUPYIOTCS Kak
IE€HEPAJIM30BAHHBIE WJIM OYaroBbl€, ATH TEPMHUHBI MOTYT HCIOJIb30BaThCA B
COOTBETCTBYIOIIMX CIy4asiX, HO €CTh NPHUCTYIbI, KOTOPbIE HE MOTYT OBITH
KJ1acCU(UIIMPOBAaHbl TaKUM O0pa3oM U KIACCU(PUUUPYIOTCS KaK MPUCTYMbI C
HEU3BECTHBIM HavasioM. [10 TUITy MPUCTYIBI ¢ HEU3BECTHBIM HAYajlOM MOTYT OBITh
nanee KiaacCU(UIMPOBaHBl KaK JBUTATEIbHBIC (HANPUMEpP, SIUICTITUYCCKUN
crasM, TOHUKO-KIIOHMYECKUW) WM HEJIBUrareibHble (HAMpUMep, 3aaepikKa

MIOBEICHYCCKOW aKTHBHOCTH).
I[MPUCTVYIIbI C HEM3BECTHBIM HAYAJIOM

[Ipuctyn MoXeT ObITh HEKJIACCU(PUIIMPOBAH H3-3a HEAOCTATOYHOW MH(pOpMAINH,
MO3BOJIAIOIIEH OTHECTH €ro K KaTeropusiM 04aroBOr0, M€HEPaJTU30BAaHHOTO WU
HEU3BECTHOI'O Hayajga. OTO MOXKET MPOU30WTH, €CJIM OH HE ObUI 3aMEUYEH B Havale,
U €CIIH PEe3yJIbTaThl MCCIEeNOBaHMU (Takux kKak OOl W Bu3yanusauus) euie He

AOCTYIIHBI.

1.8.1.4 HEOHATAJIBHBIE ITPUCTYIIbI



Knaccudukanus HeoHaTanbHBIX TPUCTYIIOB

BONbIIMHCTBO MPUCTYNIOB Yy  HOBOPOXKICHHBIX NPOBOLMPYIOTCS  OCTPBIM
3a00J€BaHUEM WJIM MHCYJbTOM MO3Ta, M TI03TOMY SBISIOTCS OCTPBIMU
CIIPOBOLIMPOBAHHBIMU ~ TpHCTyIIaMd  (TakK€  Ha3bIBAEMBIMH  OCTPBIMHU
CUMIITOMAaTUYECKUMU TPUCTYIIAMU), a HE SHujencueid. Y HOBOPOXKICHHBIX HET
reHEepaI30BaHHBIX TPHUCTYIIOB, CIy4alOTCS TOJBKO (POKambHBIE MPHUCTYIHL. B
OTIMYME OT JPYrMX  BO3PAaCTOB, MPUCTYNBl  KJIACCUDULIUPYIOTCS  TIO
npeo0iafanieMy KIMHHYECKOMY MPU3HAKY, HA0II0JaeMOMY BO BpeMs IIPUCTYIIA,
KOTOPBI MOXET HE OBITh MEPBHIM MPU3HAKOM. Y HOBOPOXKJICHHBIX HEBO3MOXKHO C
YBEPEHHOCTBIO ONPEAECIUTh YPOBEHb CO3HAHUS WJIM MEPBBIA NPU3HAK Hayana
IpUIagka, U TO3TOMY MpeoOsafalonivii MpU3HAK MPUIAAKa, UMEET OoJibliee

3HAYEHHUE JUIsl IOHUMAaHHUSI 3THOJIOTUU.
Tunbl HeOHATANBHBIX IPUCTYIIOB

B 2021 rony ILAE onpenenwia cieayrolmye TUIIBI HEOHATAIBHBIX TPUCTYIIOB:
Tunsl GokanbHBIX ABUTATEJbHBIX IPUCTYIIOB

e QOKaIBbHBINA KIOHUYECKUHN MTPUCTYII

e DOKaIbHBI ABTOMATU3M

e QOKaIBbHBIA TOHUYECKUM IPUCTYI

o DoxanbHBIN MUOKIIOHUYECKHAMN TTPUCTYII

e doKalbHbIE STUIENTHYECKUE CIIA3MBbl
Tunbl GokanbHBIX HEABUTATEIbHbBIX MPUCTYNIOB

e DoxanbHBIN BETETATUBHBIN ITPUCTYII

e DOKaNbHBINM NPUCTYII C 3aJEPHKKON OBEICHUECKON aKTUBHOCTH

ITocaenoBarTeabHbIH NPUCTYIT



[TocnenoBaTenbHBI NPUCTYIT — 3TO MPUCTYI, KOTOPBIA OOBIYHO HAOJIONAETCS Y
HOBOPOXKJICHHBIX, IPU KOTOPOM BO Bpems mpuctyna HaOmo1aercs
NOCJIeI0BAaTEIbHOCTh MPU3HAKOB, HO HET MpeolJaaroliero npusHaka. B mpenenax
OpPUCTYNa MOXET HaOMoJaThesi MW3MEHEHHMe Jarepanu3anuu. Hanpumep,
MOCJIEAOBATEIbHBIA MPUCTYIl MOXET HMETh IOCJIEA0BATEIbHOCTh TOHUYECKUX,

KIIOHUYCCKUX, MUOKJIIOHNYCCKHX, a 3aTCM BCI'CTATUBHLIX ITPHU3HAKOB.

1.8.2. KIMHUYECKAS KAPTUHA SIAJEIICUIA 11O 3TUOJIOT U
1.8.2.1. KIMHUYECKASI KAPTUHA TEHETUUYECKUX SIWJIENICUIA

KoHuenuus reHeTHYecKOr HSNWIENCUU 3aKJII0YaeTcsl B TOM, YTO DIUJIEICHS,
HAaCKOJIBKO Mbl IIOHMMAEM, SIBISETCS MPSAMBIM PE3YJbTaTOM HW3BECTHOIO WIIN
MIPEANOIaraeMoro reHeTHIeckoro AedekTa(oB), Ipu KOTOPOM MPHUTIATKU SBIISTFOTCS
OCHOBHBIM CHMITOMOM pacCTpoHcTBa. I'eHeTHYeCKUil NeeKT MOKET BO3HUKATh
Ha XPOMOCOMHOM WJIM MOJIEKYJISIPHOM YpOBHE. BaXHO NOAYEPKHYTh, 4YTO
«T€HETHYECKHI» HE 03HAYAET TO KE CaMO€, YTO «YHACJIEIOBAHHBIN», MOCKOJIbKY
de novo matoreHHble BapuaHThl Hepelku. Hamuune reHeTH4ecKor 3THOJIOTUU HE

MCKJTIOYAET BKJIAJ1a OKPYIKAIOIIEH CPEAbI B SNTUJIETICUIO.

B sTtom pasaciic MmpeacTaBJICHbBI BAKHBIC TCHCTUYCCKHC 3THOJIOTMU SIIMJICTICUH,

KOTOPBIE MOKHO OIIPEACIIUTD IIPU KIMHUYECKOM TECTUPOBAHUH:
— XPOMOCOMHBIE AHOMAJINU
— T'EHHbIE AHOMAJIUU

1.8.2.1.1. XPOMOCOMHBIE AHOMAJINU

XOTsI MHOTHE XPOMOCOMHBIC aHOMAJIMKU MOTYT OBITH CBSI3aHBEI C BHHHCHCHGﬁ,
HCKOTOPBIC M3 HHUX BaAXHO pPaCIlO3HABATb, ITOCKOJbKY OHH HMCIOT OTUCTIMBLIC

pU3HaKU MPUCTYyNoB ¥ DI min yacto HAOIIOIAI0TCS B TOMYJISIIUN ATTUJICTICHH.

OlneHKa KapuOTHUIIa Ba)KHA JJIS BCEX SMWICTICUHM, TJI€ 3THOJOTHUS HE ONpEJelieHa,
MOCKOJIbKY JUCMOp(pHUEcKHEe TMPU3HAKKM MOTYT OBITh €/1Ba 3aMETHBIMU WIIU

HeoueBUAHBIMU. VccnenmoBanue kapuoTumna creayer pacmmputh no 50-100



MHUTO30B, 4YTOOBI HCKIIOYUTh Mo3aulm3M. lccrnenoBaHue KapHOTHUIIAa MOXKET
notpeboBaTh jgonojHeHus a”anuzoM FISH ¢ 3onpamu, cnenuuyHbIMU 17
cyOTenoMepubix obOmactedt, wiam wmukpoMarpuuedd CGH mns  amarHoctuku
HEKOTOPBIX XPOMOCOMHBIX aHOMaJIMi. JJIsI HEKOTOPBIX pPACCTPOMCTB MOMKET

oTpeOOBaTHCS UCCIICOBAHHUE KIIETOK, OTIMYHBIX OT JIMM(OITUTOB KPOBH.
e 15013.3 cuHaAPOM MUKPOJEICUN
e 18- cunapom
e INV-DUP (15) wmm IDIC (15)
o Jlenenue 1p36
e CuHapoM AHrenabMaHa
e Cunapom [layna (tpucomus 21)
e Cunapom Kiaiitndensrepa (XXY)
e Cunapom Musutepa [{ukepa (nenenue 17p)
o Cunapowm [Tammcrepa-Kuninana (tetpacomus 12p)
e Cunapom 14 konbua (r14)
e Cunapom 20 kosbia (r20)

e Tpucomus 12p

Cunapom Bonbda-XupirxopHa (nenenue 4p)
Cunapom mukpoaenennu 15q13.3

Ota XpOMOCOMHAasA aHOMAJIMA CBsA3aHa C HWHTCIUICKTYAJbHBIMH HAPYIICHUSAMMU,
3anep>1<1<0171 Pa3BUTHA U SIUJICTICUCH. MOFYT BO3HHKATh IIPUCTYIIBI PA3JIMYHBIX
THUIIOB, OJHAKO OHHU 0OBIYHO IreHCPaJIN30BaAHHBIC (MI/IOKJIOHI/I‘-IeCKI/Ie, a0caHCHBIE U
I'CHCPAJIN30BAHHLIC TOHI/IKO-KJ'IOHI/I“IGCKI/IG). I[I/ICMOp(bI/I“IGCKI/Ie IIPU3HAKHN MOTYT

BKJIIFOYAaTb BBIBCPHYTHIC Fy6I>I, I‘J'IY60K0 MMOCAXCHHBIC TIJla3d, IIPUIIOAHATHIC



rJla3Hble IENH, THUIEPTEIOpU3M, CHUHO(PUC, BBICTYMAIOMIMI KeIo00K U
runoronnyeckoe nuno. Mukpomatpuna CGH oObruHO siBisieTcss HauOoliee

UH(GOPMATUBHBIM TUATHOCTUYECKUM TECTOM.
Cunapom 180-

OTa XpOMOCOMHAsi aHOMaJHs CBsi3aHA C HHTEIUICKTYAJIBHBIMH HAapyIICHUSIMA
(YMEpEHHO-TSDKENBIMU), TIOBEICHYECKUMH  PAcCTPOMCTBAMH, OSIWICTICHEH U
TUCMOp(GUYECKUMHU TpHU3HAKaMH, BKIIOYas MHUKpoledannuo, Typpuuedaimo,
TTyOOKO TOCaKEHHBIC TJ1a3a, MIMPOKYIO MEPEeHOCHIly, BBICOKHI CBOJ Heba WIHU
pacuienuHy HeOa, KapnooOpasHbId POT W MalieHbKHE PYKH WM HOTH. Moryr
BO3HHMKATh JAe(ekTsl cepana. HelipoBusyannsanusi MOKa3biBA€T aHOMAIBHYIO
MHUEIMHU3AIMI0 ¥ MOXET I[0Ka3aTh THIOIUIa3HI0 Mo3xkeuka. [IpucTymsl
HAYMHAIOTCSI PAaHO, M NPUCTYNBI C MpHU3HAKAMH (POKATBHBIX BEreTaTUBHBIX
NPUCTYIIOB SIBJISIFOTCS OOBIYHBIM SIBIICHHEM (YTO MOXET MPHBECTH K CEPICHHOM
apUTMUU W amHO?). [IpuMedarenbHO, YTO 3Ta JENenus XPOMOCOMBI MOXKET

BKirouarh red TCF4, kotopslit MyTupyeT npu cuaapome [Iurra-Xonkunca.
INV-DUP (15) nau IDIC (15)

OTOT CHUHAPOM BO3HUKAET MPU MHBEPTUPOBAHHOW AYIUIMKAIMU MPOKCUMAaJIbHOU
obsiacT XpoMocoMbl 15, 00BIYHO BKIIIOHArONIEH HecTaOWIbHYI0 o0iacth 15ql1-
ql3. bBosbmas aymimkanus TPUBOAMT K TETpacoMud 15p W YaCTUYHOMU
teTpacomuu 15¢. M3BecTHBIM (aKTOpPOM pHUCKa SIBISETCS BO3PACT MaTepH MpH
3ayaTUM. Y NAUEHTOB OOBIYHO HAOJIOJAIOTCS PA3IUYHBbIE CTEIEHU SIUJIETCHH,
3aIepKKA  PA3BUTHSA,  UHTEIUIEKTyaJbHbIE  HApYyIIEHHs,  PacCTPOMCTBA
ayTUCTUYECKOIO CIIEKTpa U HE3HAUMUTEIbHbIE TucMopduueckue uepthl. [lpuctynsl
MOTYT BKJIIOYaTh SMMUJIENTUYECKUE CIa3Mbl U P JAPYTUX THUIIOB MPHUCTYIOB (Kak
doKanbHBIX, TaKk M TEHEepaJM30BaHHBIX). ITa XPOMOCOMHAas aHOMAJUS
JIUarHoCTUpyeTcs npu oObldHOM Kapuotunuposanuu. FISH ucnonesyercs ans
MOJITBEPXKJICHUS TOTO, YTO JTOMOJHUTEIbHBIM XPOMOCOMHBIN MaTepHall HaXOAUTCS
B XpoMocoMe 15q, uim Juisl yCTaHOBJIEHHS AMAarHo3a B Cllydae MHTEPCTULMAIBHON

ayraukanuu 15q.



DEL 1p36

OTa XpOMOCOMHAsl aHOMaJIUs MPUBOIUT K MHTEJUIEKTYaJbHbIM HapyIIeHUsM (OT
YMEPEHHBIX J0 TSDKENbIX), OMNWIENCUM W MHOYKECTBEHHBIM BPOXKJIECHHBIM
anoManusiM.  Jlucmopduueckue — mpU3HAKM  BKIIOYAIOT  MHUKpouedanuro,
Opaxuuedanuio, OONBIION M MO3IHO 3aKPBIBAIOIIMNCA MEPEIHUN POAHHUYOK,
BBICTYNAIOUMI 7100, mpsMble (TOPU3OHTANbHBIE) OpOBH, TIyOOKO MOCAKEHHBIE
rJ1a3a, KOPOTKYIO TJIa3HYIO IIENb, MIMPOKYI0 MEPEHOCHIlY, TUIOIIIA3UI0 CPEAHEH
YacTU JIMLA, TUINOTOHMYECKOE JIMIO, HU3KO IMOCAXKEHHbIE AHOMAJIbHbBIE YIIH,
3a0CTPEHHBIM MOAOOPOAOK M YKOPOUEHHBIE PYKH M HOTU. MOTYT BO3HHKHYTH
HEHpOCEHCOpHasi MOTepsl ClyXa, CKEJETHbIEC, YpPOT€HUTAIbHBIE U CEpACUHBIC
nedextel. HelipoBusyanuzanuss MOXKET MOKa3aTh PNl CTPYKTYPHBIX aHOMAJHN
mosra. Ilpuctymsr Bo3HukatoT B >50% ciyyaeB, OOBIYHO HAYWHAIOTCS B
MJIaJIEHYECTBE WJIM JETCTBE, IPU ATOM HAOJIOJAIOTCS MHOIME TUIIBI IPHUCTYIIOB,
BKJIIOYAsl SMWJICTITUYECKUE Ca3Mbl, TeHEpaIn30BaHHbIC U (DOKATbHBIE MPHUCTYIIHL.
[Tpuctynsl MOTyT TpYNIHPOBAaThCS BO BpeMs JIMXOPAZOYHOro 3aboneBaHus. Y
HEKOTOPBIX TAlMEHTOB MOXET OBITh CHUHAPOM paHHEHd MIIaJIEHYECKOU
sHIedaTONmaTHN  Pa3BUTHS W DMOIICNTAYECKOHW dHiedanonatud. OOBIYHO
HECJIOKHO JJOCTUYb KOHTPOJIS MPUCTYIIOB. PyTHHHAs OLleHKa KapUOTHUIIa HE MOXKET
JTMAarHOCTUPOBATh ITOT CHUHAPOM, oObrdyHO HeoOxoamm anamm3 FISH c 3onmamu,

CHEU(PUIHBIME 17151 CyOTeIoMepHOi obsactu, uinu mukpomarpuna CGH.
CuHapoM AHrejbMaHa

CuHpoMm AHresnbMaHa BO3HUKACT B PE3YJIBTATE ACJICHUN WM NHAKTUBALMU I€HOB
Ha YHACJIEJOBAHHOM [0 MaTEPUHCKOW JMHUHU ydacTke xpomocomsl 15ql1-ql3, B
TO BpeMs KakK OTIOBCKAas KOIHs, KOTOpas MOMKET WMETh HOPMAJIBHYIO
IIOCJIEIOBATEIBbHOCTh, MMIIPUHTUPYETCS M, CIEIOBAaTEIbHO, 3aniylaercs. Y
nanueHTa HaOoJaeTcs TsHKeNoe HapylIeHWe MHTEUIEKTa, 3aJepiKKa pa3BUTHSA,
AMUJICTICUSI, PACCTPOMCTBO CHA, CYJIOPOXKHBIE JBIKEHUS (OCOOCHHO XJIOTIaHbE
pyKaMu), aTakcHusi, 4acThlii CME€X WM YJbIOKa M, KaK NpPaBWIO, CYACTIMBOE

noBeieHue. J[ucMopdudeckne YepThl XOPOIIO PACHO3HAIOTCA: MUKpoledanus,



BBIJIAIONIAACA HUKHSAS YeNIOCTh, 3a0CTPEHHBIH MOA00POAOK, BBICYHYTHIH S3BIK,
CBETJIBIE BOJIOCHI M LIBET JIMLA ¢ TONyObIMU Tiazamu. [Ipuctynsl HabmromaoTCs y
90% mnanMeHToB M OOBIYHO HAYMHAIOTCS B BO3pacTe N0 2 JIeT, OOBIYHO C
IeHEPATN30BAHHBIX  THUIOB  MPUIICTYNOB  (T€HEpalW30BaHHBIE  TOHHUKO-
KJIOHWYECKHE, aTUMHYHble a0CaHChl, MHUOKJIOHHYECKHE MpHucTymnbl). [Ipuctyms
MOTYT YCYTyONATBCS JUXOPAJKOW U HEKOTOPHIMH MPOTHBOCYAOPOKHBIMU
npernapaTtamMy, TaKUMUA Kak KapOamaszenuH U JaMoTpuKUH. DI 0ObIYHO OYEHb
HEHOpMalbHa W 0OoJee HEHOpPMalbHA, YeM OXXUAAeTCd KIMHUYECKH. MOxKer
HaOII0aThCSl  BBICOKOAMIUIMTYIHAS AaKTHUBHOCTH 2-3 Il mpeoOrnanmaromas B
JOOHBIX OTJIENax; CUMMETPUYHAs BBICOKOAMIUTUTYAHAs aKTUBHOCTH 4-6 ' mim
aKTUBHOCTH 3-6 I'll B 3aTBUTOUHBIX OTBJICHUSAX, HAJOXKEHHAs HA MUKU U OCTPHIC
BOJIHBI U CBSI3aHHAS C 3aKPBITUEM TJ1a3, SBJSIIOTCS APYTUMHU MMaTTEPHAMH, KOTOPbIE
MoryT BcTpedarbes. Mukpomatpunia CGH  oObiuno  saBnsercs  Hambousee

WH()OPMATUBHBIM THATHOCTUYECKUM TECTOM.
Cunapom layna (rpucomus 21)

Cungpom JlayHa sIBISI€TCS paclpOCTPAHEHHBIM XPOMOCOMHBIM 3a00JIEBAaHUEM C
XOpOIIO y3HABAaEMbIMH JUCMOP(GUUYECKUMH MPU3HAKAMMU, SIUIIETICUS BCTpEeUYaeTCs
npumepHo y 10% mroneit, a Bo3pacT Havajia MPUCTYIIOB SBJISETCS OUMOJATBHBIM,
npu 3toM y 40% npuctynsl BO3HUKAIOT 10 1 rojga (OOBIYHO SMUIIECITUYECKUE
cnasmsl), a 'y 40% HnpucTynsl BO3HUKAIOT C TPETHETO NECATHIICTUS KU3HU. Y JIeTel
¢ cuHapomoMm JlayHa omnMcaHbl BCE€ OCHOBHBIE THUIIBI TPHUCTYIOB, BKJIIOYas
(dokanbHble  MPUCTYNBI, AHWICNTHYECKHE  CMa3Mbl, MHOKIOHUYECKHE U
reHepaIn30BaHHbIE TOHUKO-KJIOHWYEeCKue NpucTynbl. Habmomaemble QeHOTUIIBI
MOTYT TaKX€ BKJIIOYaTh MPUCTYMbI, BbI3BAHHBIE HUCIYroM. MOTyT UMETh MECTO
COIyTCTBYIOIIME MPUOOPETEHHBIE CTPYKTYPHbIE aHOMAJIMU MO3Ta, KaK CJIEJICTBUE

BPOXIACHHOI'O 3a00J1€BaHMs cepana.

Cunapom Knaiingenabrepa (XXY)



Cunnmpom KunaitHpenbtepa — 3TO pacnpocTpaHEHHas aHOMAalMs TOJOBBIX
XpOMOCOM M HaubOoJjiee pachpoCTpaHEHHas MPUYMHA MYXCKOTO THIIOTOHAIU3Ma.
DTOT CHHIPOM XapaKTepU3yeTCs] KOTHUTUBHON U TTOBEACHUYECKOW AUCHYHKIIUEH U
TUHOTOHaAU3MOM. [IpuCTynbl 0OBIYHO HAYMHAIOTCSA B BO3pAcTe OT 3 MecsUEB /10 3
JeT W, KAaK TMPaBWIO, XOPOWIO KOHTPOJIUPYIOTCS MPOTUBOCYAOPOKHBIMU
npenaparaMi. Y  pa3HBIX IAIMEHTOB MOTYT HAOMIOAAThCS  pPa3IUYHbIC
AIEKTPOKIMHUYECKUE XAPAKTEPUCTUKHU, OJHAKO PACIHPOCTPAHEHHBIMU THUIIAMHU
NPUCTYTIOB  SBJISIIOTCSL TeHEPATW30BaHHbIC TpHUMNAAKKH (abCaHCBl, TOHHUKO-
KJIIOHUYECKHUE). ITO PACCTPOMCTBO TUATHOCTUPYETCS MPU OOBIYHOM MCCIIEI0BAHUU

KapuUOTHUIIA.
Cunapom Musuiepa-/{uxepa (neneuust 17p)

OTOT KIMHUYECKHMH CHHIPOM MOXET BO3HUKHYTh H3-3a MHUKpOJEIELUN B
xpomocome 17p (Muxponeneuusi 17pl3.3) wnu u3-3a APYrux XPOMOCOMHBIX
aHoManaui (Hampumep, TPAHCIOKAIUM, KOJIBIEBOM XPOMOCOMBI, CMEXHBIX
nenenuil), 3atparuBarommx 17p. I'en LIS1 pacnosnoxen Ha 17p, 1 3TOT CHHAPOM
BKJIIOYAET HAJIMYUE Kilaccuueckou (Turm 1) nucconuedanuu. Y nerei xapakTepHbie
YepThl JHIAa C KOPOTKUM B3JIEPHYTHIM HOCOM, YTOJILIEHHOH BEpXHEW ryoou c
TOHKOM KpacHOW BepXHEW KalMO#, BBICTYNAIOIMMHU JIOOHBIMH Oyrpami,
MaJICHBKOM YENIOCTBhIO, HU3KO IMMOCAKEHHBIMM NOBEPHYTBIMM Ha3aJ YILIAaMH,
BIIAJILIM BUJOM B CpPEIHEW YaCTHU JIMIA, LIIMPOKO PACCTABIECHHBIMU IJa3aMu U
runepteiaopusMoM. JIoO BeIcTymnaeT ¢ OUTeMNOpaibHOW BHAAUHON. BOIBITMHCTBO
(80%) cityuaeB SBISIOTCS CIOpaanyecKuMu, rpu 3ToM 20% ciiydaeB HaclIeayrOTCs
OT 3JI0POBOTO POJUTENSI CO COATaHCUPOBAHHOW TpaHchokanuen. Takxe ObuH

3apEeruCTPUPOBAHBI TOPOKU Pa3BUTHSI MOYEK U oM(aoliee.
Cunapowm [Mamnucrepa-Knninana (terpacomus 12p)

DTa XpOMOCOMHAasi aHOMAaJIMi MPUBOAUT K JUCMOP(HUYECKUM YepTaMm, KOTOpbIE
BKJIIOUYAIOT OTpyOeBIIiee MIOCKOE JIUI0, BHICOKHIT JI00, peIKie BOJIOCH! Ha TOJIOBE B
JOOHOM W BHUCOYHOM 00JACTSIX, THUIEPTEIOPU3M, UIHUPOKYIO TEPEHOCHILY,

MaJeHbKUM TEPEeBEPHYThI HOC, BBICOKMH CBOJ He0a, MHKPOPETPOTHATHIO,



BEPXHIOIO T'y0y B hopMe JIyKa KyIUJ0HA U HU3KO MOCAXKEHHbIE yIu. MoryT ObITh
aHoMaJuud cepaua, nuadparmel u ria3. HaOmionmaercs 3amepikka pa3BUTHS,
TSOKENbIe WHTEJUJICKTyallbHble HapymieHus U smwiencusa.  Coolmanock o
pPa3IMYHBIX TUIIAX MMPUCTYIIOB, BKIIOYAs SMUJIENITUYECKUE cria3Mbl. PaccTpoiicTBO
HOCHUT CHOpaJAWYECKUN XapakTep. Y OONBIIMHCTBA MAlIMEHTOB TeTpacoMus 12p
SABJIAETCS MO3aWYHON, M OHA HE MOXKET ObITh OOHapyX eHa B JIUM(OIuTax KpoBH.
JInsi AMarHOCTUKH 3TOTO PACCTPOMCTBA MOXKET MOTPeOOBAaTHCS HUCCIENOBAHUE

¢ubpobdIacToB.
Cunapom 14 koanua (rl4)

OT0 peaxkoe XpOMOCOMHOE PACCTPOMCTBO, HEU3MEHHO CBSI3AHHOE C SIHJICIICHUEH.
Onuencus 00bIYHO HAYMHAETCSI PAHO, U IPUCTYIBI TPYIHO MOJAAOTCS JIEUEHUIO,
HO HET HUKAKUX OTIUYMUTEIBHBIX MPU3HAKOB MPUCTYTA WM AJIEKTPOTrpaduIecKIX
npusHakoB. Coobmanock 0 (HOoKaIbHBIX MPUCTYIAX, BHI3BAHHBIX JUXOPAIOYHBIM
3a00JIeBaHUEM, U CHUHJIPOME PAHHEW MIIa[IEHUYECKOW 3HIe]aronaTuu pa3BUTHS U
AMUJICTITUYECKON 3HIIe(aIonaTuu, CBSI3aHHBIX C 3TOM XpPOMOCOMHON aHOMAaJHEH.
Habmronarorcs MHTEJUICKTYaJIbHbIC HapylLIeHUs (YMEpeHHO-TSIKETBIE),
Mukpouedanus, auueBol aucmop¢usMm (y3Koe UIMHHOE JIMIO, PETPOrHaTHs,
KOPOTKasl 1Iesl), aHOMAJIUK cepAlia (CTEHO3 JIErOYHOM apTepyn) U a3 (KaTapakra,
NUTMEHTAlUsl CETYaTKH, AHOMAJIMsl JKEITOro IISITHA). BONBIIMHCTBO cilydaes
CIOpaJUYecKue, HO COOOIIATOCh O CEMEHHBIX chaydasx. Y OONbIIMHCTBA
NAlUEHTOB HAaOII0JAeTCsl MO3auYHOCTh aHOMauu 14 komabua. Ui AMarHoCTUKH
ATOr0 paccTpoicTBa HEOOXOJUMO MPOBECTU KapuoTunupoBanue, uzyuus 50-100
MHUTO30B, 3TO JOJKHO OBITh CHEIHAIBHO 3alPOIIEHO, TaK KaK 3TO HE MOXKET OBbITh
4YacTbl0 PYTHMHHOM OIIEHKM Kapuortumna. Ecim B (QopmMupoBaHuMM Kojblla HE
npoucxoaut aenenus wmukpomarpuna CGH He Moxer — 0OHApYXUTh 3TO

PacCTpONCTBO.
Cunapom 20 koanna (r20)

OTO0 pelKoe XPOMOCOMHOE pPacCTPOMCTBO, OTIMYUTENIBHOW YEepTOH KOTOPOTO

SIBISICTCS DIUJICTICUS. XOTs Y HCKOTOPLIX ITAIMCHTOB MOKET OBITH MI/IKpOHC(baJ'H/I}I,



WHTEJUICKTYalIbHbIE HapyuieHus: (y ABYX TpeTed MNallMeHTOB) U IOBEJIECHYECKUE
paccTpoicTBa, CYHIECTBYET HECKOJIBKO OTIMYUTEIbHBIX KIMHUYECKUX MPU3HAKOB,
KOTOpbIE TOMOTAT HUIACHTU(MUIIUPOBATHL OTOT CUHApOM. JlucMopdudeckue
NPU3HAKH HE OXKHUAAKTCA. DOJBIIMHCTBO CIy4aeB CIOPaAUYECKHE, HO
COOOIMAIOCh O CEeMEWHBIX ciy4asx. Mozaumu3sM  pacupoCTpaHeH —Mpu
WHTEJUIEKTYJIbHBIX HApYIIEHUAX (HO HE OJIWICICHH), KOPPEIHUPYIOMHUX CO
CTENeHbI0 Mo3aulu3Ma. Pacnpoctpanensl HOuHbIe JT0OHBIE Tpunaaku. Okono 50%
MAIMEHTOB COOOIIAIOT O MYTAIOIINX 3PUTEIHHBIX TALTIONUHAIMSIX BO BPEMS CBOHMX
(boKanbHBIX MPUCTYNOB. [IpUCTYNBI MOTYT MPOSIBASATHCA KaK MPOAOIKUTEIbHbIC
COCTOSIHMSI CIYTAaHHOCTH CO3HAHUS, JJISIIMECS] OT HECKOJbKUX MHHYT 10
moJryJyaca, B T€U€HHE KOTOPBIX MAIMEHT MOXET ObITh HEMOJBIKEH U MPUCTATHHO
CMOTpPETh WJIM MOXET HMETh aBTOMAaTU3Mbl U CIyTaHHOE OJy)KIaHue. ITH
COOBITUSI  MOTYT  COMPOBOXKIATHCS  MHUOKJIOHMYECKHMH  TIOJIEPTUBAHUSMU
nepuopaibHOoil oOnact u Bek. llpuctymunas D3I mokaspiBaeT IIUTEIbHBIC
MEPUOJIbl PACHPOCTPAHEHHBIX PUTMHUYECKUX TETA-BOJH M BBICOKOAMIUIUTYIHBIX
puTMUYHBIX 2-3 ['11, 3a3yOpeHHBIX, MEJICHHBIX BOJIH, MPEOOIaIal0MNUX B JTOOHOM
obsactu. MexnpuctynHas 2217 MoXeT ObITh HOPMaJIbHOM WJIM TIOKa3bIBaTh
OYaroBbl€ THUKHU B JIOOHO-BUCOYHBIX OTBEACHHSIX C JABYX CTOpoH. [lpucrymbi
0OBIYHO YaCThIE U HE MOJIAIOTCS JICUESHUIO JIeKapcTBaMu. JIJisi AMarHOCTUKHA 3TOTO
paccTpoiicTBa ClEAyeT MPOBECTH KapuoTunupoBaHue, uzydas 50-100 MUTO30B,
3TO JIOJDKHO OBITH CHEIMATBHO 3aMPOIIEHO, TAK KaK 3TO HE MOXXET OBITh YaCThIO
pPYTHHHOM OIleHKM Kapuotura. Ecimu B o0pa3oBaHMU KOJbl[a HE MPOUCXOJUT

neneruu mukpomatputia CGH He MokeT 00HapyKHUTh 3TO pacCTPOMCTBO.
Tpucomus 12p

Tpucomus 12p — 3T0 XpOMOCOMHAasi aHOMAaJUs, KOTOpasi MPUBOAUT K 3aJE€PKKE
pa3BUTHS, HWHTEIUICKTyaJIbHBIM HAPYIICHUSIM M PALY TUCMOPPUUYECKUX UepT,
BKJIIOYAsl Typpuledanuio, YIUIOIIEHHbIA 3aThUIOK, KOPOTKYIO II€H0, OKPYIJoe
JIUI0 C BBICTYTAIOIIUMH IIEKaMU, BHICOKHH BBICTYMAIOIINH JI00, TUIIEPTEIOPU3M,

ANUKAHTYCHBbIE CKJIAJIKH, LIMPOKYK NEPEHOCULly M Jpyrue AucMopduu uua.



MoryTt HabmogaThCcs AeQEeKTh cepana U KoHedyHocTed. CTpYKTypHBIE aHOMaIUU
MO3ra BKJIIOYAIOT TOJUMHUKPOTUPHIO M OYaroBYI0 KOPTHKAIBHYIO JHUCILIA3UIO.
Cynoporu dYacTo TeHEpalM30BaHHBIC, C MHOKJIOHWYECKMMH a0caHCaMUu U
MHUOKJIOHUYECKUMH TpHUcTynamMu, OOl ToKa3blBaeT T€HEPATM30BAHHBIC ITHK-

BOJIHBI YacToToi 3 I'1.
Cunapom Boasda-Xupmxopua (DEL 4p)

Cunnmpom Bonbba-Xupmixopra SBISETCS pPe3yJbTaTOM YaCTUYHOU JIEJNEIUn
KOPOTKOTo Ijeda 4 XpoMOCOMBI . AHOMaiusi NMPUBOAUT K 3aJE€PKKE Pa3BUTHI,
UHTEJJIEKTYaJIbHBIM HAPYIIEHUSAM (TSDKEIbIM), TUIIOTOHHUU U SIWIEIICUH, a TAKXKe
psaay nucMopdUUYEcKUX MTpPHU3HAKOB (MUKpoluedanus, MUKPOTHATHSA, KOPOTKHIA
KEJI0OOK, SMUKAHTYC, BBICOKMHI JI00, BBICTYMawIlas Iyadensa, TUIepTeaopusM
TJ1a3, AUCIIJIACTUYECKUE YIIN U MepHaypHUKyJIapHble oTpocTkr). Hoc MoxkeT umeTthb
BUJ| «TPEYECKOro HuieMa». Takke MOTYT ObITh BPOXKICHHBIC MOPOKU CEpAlla,
TUIIOCIA/INSL, KOJIOOOMBI pajy’KHOM 000JIOUKH, TIOYEUHbIE AHOMAJIMU, PACLIEINHA
ryObl u/unu Heba U rryxota. MOTyT BO3HUKaTh HMMYHHBIE HAPYIICHUS, BKIIOYAs
oOmuii BapuabenbHbll uMMyHOAehuuT U Aehunmt IgA. HeipoBusyanuzaius
MOKET II0Ka3aTh AHOMAJIMM MO30JIUCTOTO Tejla MM MO3IKEUKAa WIH Jpyrue
aHoMaJind. bBonpmIMHCTBO ciydaeB crnopaaudeckue, 10% yHaciiemoBaHbl OT
ponutens ¢ TpaHciaokanuen. Ilpuctynel ciayyaroTcs B OOJBIIMHCTBE CIydacB
(>90%), kak MpaBUIIO, HAYUHASI C IEPBBIX TPEX JIET KU3HU, C T€HEPATU30BAHHBIMU
TOHMKO-KJIOHUYECKMMH  WJIM  TE€MUKIOHWYECKHMHU  IPUCTYNIaMHU, KOTOPBIM
ciocoOCTByeT  Juxopajgka (mpuBojsAuias K  CEpUsAM  MPUCTYNOB WU
AMWICNITUYECKOMY CTaTycy), Habogaemasi B 3TO BpeMsl. Takke MOTryT BO3HUKATh
AMWICHTUYECKUE CHa3Mbl, aTUNUYHbIE aOCaHChl W (DOKaJbHBIE IPUCTYIIBL.
Pacno3natorcst nBa tumna narrepHoB OO0 - nuddys3Hble, aTUNUYHBIE MEAJICHHBIC
OCTpPBIE/TIMK-BOJTHOBbIE KOMILJIEKCHI B BHJIE€ JJIMHHBIX BCIBILIIKAX, aKTUBHPYEMbIE
MEJICHHOBOJHOBBIM CHOM, WJIM BBICOKOAMIUIUTYIHbIE OBICTPHIC MUK/TIOJHITHK-
BOJIHBI C 33JIHUM aKIICHTOM, BBI3bIBa€MbI€ 3aKpbITHEeM Iua3. [IpucTtymbl 0ObIYHO

XOpOIIIO KOHTPOJUPYIOTCS MOHOTEpANuen U yIydIllaroTCsa ¢ BO3pacToM. PyTuHHas



OIICHKAa KapUOTHIIA HE MOXKET IT03BOJUTh JIUArHOCTHUPOBATH 3TOT CHHIPOM,
00byHO HeoOxoauMm a”anmu3 FISH ¢ 3omgamu, cnenuuyHbiME 15

cyOTenomepHoi obnactu, miu mukpomarpua CGH.
1.8.2.1.2. AHOMAJIUU 'EHOB

CoBpeMEHHbBIC 3HAHHS O BKJIAJIC aHOMAJIHMA T'€HOB B JIHJICTICHIO TOJTYYCHBI W3
KOHKPETHBIX MOJICKYJIIPHO-TEHETUYCCKMX UCCIICIOBAHNH, KOTOPBIE OBUIA XOPOIIIO
BOCIIPOM3BEICHBI M JaKe CTAJId OCHOBOW JIMAarHOCTUYECKOTO TECTHPOBAHMS, WM
U3 HaJUIekKAIIUM 00pa3oM pa3pabOTaHHBIX CEMEHHBIX UcclienoBaHuid. HekoTtopsie
U3 BAKHBIX aHOMAJHMA TEHOB, KOTOPBHIC BBI3BIBAIOT SIUJICTICUIO W/WIM HUMCIOT
0CcO0OBbIE OCOOCHHOCTH, KOTOpPBIE BaXHO pACIO3HABATh, MPEJCTABIECHBI B 3TOM

paszene
o AKT3
o ARFGEF2
e ARHGEF9
e ARX
o CACNAlA
o CACNB4
e CDKL5
e CHD2
e CHRNAZ2
e CHRNA4
e CHRNB2
e CLCNZ2

e COL4A1



DCX
DEPDC5
EFHC1
FKRP
FKTN
FLNA
FMR1 (FRAGILE X CUH/IPOM)
FOXG1
GABRAL
GABRD
GABRG2
GLI3
GNAQ
GRIN2A
KCNQ2
KCNQ3
KCNT1
LARGE
LGI1
LIS1
MECP2

NPRL2



NPRL3
PCDH19
PIK3CA
PIK3R2
PLCB1
PNKP
POMT1
POMT2
PRRT2
RELN
SCN1A
SCN1B
SCN2A
SLC2A1
SLC25A22
SPTAN1
STXBP1
TBC1D24
TCF4 (cuaapom ITutra-XonknHa)
TSC1
TSC2

TUBA1A



e WDR62
o ZEB2 (curnpom Moyata-Buibcona)
AKT3

['en romomnora 3 BUPYCHOTO OHKOT€HA MBIIMIMHON TUMOMBI v-akt pacmosokeH Ha
xpomocome 1g44. benok, kKoaupyeMblil 3TUM T€HOM, SIBIIETCS YWICHOM CEMEHCTBa
cepuH/TpeoHnMHOBBIX  mportenHknHaz AKT u  sBasgercs  peryisaropom
nponudepanun 1 1udPEpPEHIMPOBKN KIETOK B OTBET HA WHCYJIUH U (PAKTOPHI
pocta. Anomamuu TreHa AKT3 MoryT BbI3bIBaTH CHUHAPOM MeTaidHIehamuu-

MOJIUMUKPOTUPUH-TIONUAAK THIIUUA-THIpOLIe(haTHH.
ARFGEF2

['en ¢akropa oOMEHa T'YaHHHOBBIX HYKJICOTHAOB 2 (akTopa puOO3HINPOBAHUS
AJI® pacnosioxen Ha xpomocome 20ql3.13. benok, KogupyeMblii 3TUM T'€HOM,
ABJIAETCS] OEJIKOM, KOTOPBIA MIOMOIaeT NEPEMEIIATh BE3UKYJIbl BHYTPH KJIETKHU, YTO
BQXXHO JJISi MUTPALIMM HEUPOHHBIX KJIETOK B SMOPHOHAIBHOMN KU3HU. AHOMAJIUU
reHa ARFGEF2 moryT BbI3bIBaTh NEPUBEHTPUKYIIAPHYIO Y3EIKOBYIO T€TEPOTOIHUIO

C MUKpoTeanrei.
ARHGEF9

I'ern ¢akTopa oomena ryannmHoBbix HykiIeotunoB (GEF) 9 (ARHGEF9) Cdc42,
pacnojiokeHHbId Ha Xpomocome Xqll.l, kogupyer OenoK, KOTOPBI peryaupyer
npyrue rensl. Ilatorennpie Bapuantel B ARHGEF6 BBI3BIBalOT CUHAPOM paHHEH
MJTaJICHYECKON SHIIe(aIonaTuy pa3BUTUS U SMWICITUYECKON 3HIe]anonaTuu ¢
runepakiviekcueil. Ilpuctynbl MoryT ObITh  CHPOBOLMPOBAHbl  TAaKTUIBLHOU

CTUMYJISILAEU WIIA CUJIBHBIMU OMOLIUSIMH.
ARX

['er romeo0Ookca, cBsi3anHoTO C aristaless (ARX), pacmosnokeHHbIIT Ha XpOMOCOME
Xp21.3, orBeyaer 3a reHHbIN NpoaykT Oenka ARX, daktop Tpanckpumnuuu. benok

ARX BaxkeH B paHHeM >MOPHOHAIFHOM Pa3BUTHH, BIHsA Ha nuddepeHuanio u



MUTPALMIO KJIETOK B IIOJDKEIYJOYHOM JKele3e, SIMYKaX, MO3re€ M CKEJIETHBIX
Mmbimmnax. ITarorennsie Bapuantel ARX BeTpewarores npu cunapome Ilaptunrrona
(HEBpPOJIOTUYECKOE  PACCTPOMCTBO,  CBSI3AHHOE € MHTEJUIEKTYAJbHBIMHU
HapylLIeHUsIMHU U (POKaJbHOW AUCTOHHEH PYK), CHHIAPOME paHHEH MIialeHYeCcKOu
sHIeQaToNaTUM Pa3BUTUS U DIUICOTHYECKON HSHIEe(aTonaTud, CHHIPOME
UH(GAHTHIBHOTO SMUJIEOTHYECKOrO Cra3Ma, CLEMJIEHHOM ¢ X-XpOMOCOMOW,
FEHEPAIM30BAHHOM  DIWIENCUH,  CLHEIJIEHHOW ¢ X-XpOMOCOMOM,  C
MUOKJIOHUYECKUMU MPUNATKAMH M WHTEUIEKTYAJIbHBIMU HapYyLICHHUSIMH, a TaKXKe
IIPU CTPYKTYPHBIX aHOMAQJIMSIX MO3ra, CLUEIUIEHHBIX C X-XpOMOCOMOM, TAKUX Kak
auccaHuedanuss  (Kotopas — MOXET — CONPOBOXKIATbCS  HEOAHO3HAYHBIMU
reHutanusmu). Ilatorenneie BapuanTel ARX coctaBistor nmoutn 10% Bcex

MHTEJUIEKTYaJIbHBIX HapYyIIEHUH, CUETIIIEHHBIX ¢ X-XpPOMOCOMOM.
CACNA1A

['en kanpIMeBOro KaHajia, IMOTEHIMAI-3aBUCUMBIN, Tuma P/Q, ameda-1A
cyorenununbl (CACNATA), pacnonoxeHHbli Ha xpoMmocome 19pl13, xomupyer
anbGa-1 cyObeauHMIy KalbIlMeBOro KaHaja. [laToreHHble BapuaHTBHI 3TOr0 I'eHa
CBSI3aHbI C DIIU30JIMYECKON aTaKCUEW, CEMEWMHOM T€MUILIETUYECKOW MUTPEHBIO U
crimHotepeOeusipHol  arakcuedr 6 tuma. Bapmantet CACNAILA cBsizaHbl ¢
BOCHPUUMUYHMBOCTBIO K TEHETUYECKHUM TIC€HEPAJIM30BAHHBIM JIWICICUIM C

a0CaHCHBIMH MPHUCTYTIAM.
CACNB4

'en xkanpuMeBOro KaHajla, MOTEHIMAI3aBUCUMOTO, 0Oera-4 CyObeIuHUIIBI
(CACNB4), pacnonoxxkeHHbI Ha XpomocoMme 2q22-q23, koaupyeT Oeta-4
CyObeIUHUIly KaJbI[MEBOTO KaHala. BapuaHThl 3TOro TreHa CBA3aHbl C
AMU30/IMYECKON aTakcued M TeHEepaJM30BaHHBIMU OJIMICICHUSMH, BKIIOYas

IOHOIICCKYIO MUOKIIOHNYCCKYTO SITUJICIICHIO.

CDKL5



I'en 5 nukinuH3aBHUCUMOM KuHa3bl-ogoOHoW (CDKLS), pacnosioxkeHHBIH Ha
xpomocome Xp22, xoaupyetr Oemok CDKLS, xoTopwlif ACHCTByeT Kak KHHa3a
(M3MeHssI aKTUBHOCTH JpYrux OenkoB). OmHUM M3 OCJNKOB, HA KOTOPHIC BIUSET

CDKLY5, sBasgetcs 6enok MECP2.

e bonee 10 matorenusix BapuantoB CDKL5 OblIM BBISIBICHBI Y JIEBOYEK C
aTUMWYHBIM (BapHaHT C paHHUM HayajoM IPHUCTYIOB) CUHApOMOM Perra.
Ota TspKenas popMma pacCTpONCTBA BKIIOYAET MHOTHE YEPThI KIIACCUIECKOTO
cuHapomMa PerTa (BKIItOUas 3a1epKKy pa3BUTHS, TOTEPIO PEUEBBIX HABBIKOB
U TOBTOPSIIOLIMECS JBHKEHHSA- 3aJaMbIBaHUS PYK), HO TAKXE BbBI3BIBAET

MOBTOPAOIIMUECA ITPUCTYIIbI, HAYMHAOIMIUCCS B MJIAJICHYCCTBC.

e [larorennsie BapuanThl CDKLS Taxke cooOmaroTcs npu ClEIIeHHbIX ¢ X-
XpOMOCOMOM  JNWIENTUYECKUX  Cla3mMax ¢ WHTEJUICKTYyaJIbHbIMU
HapylICHUsIMH, KOTOpPbIC 4Yallle HaOJIOAAIOTCS y JEBOYEK, HO TaKKe

COOOIIAIOTCS U Y MAJIbUHKOB.

e [larorennsie BapuanTel CDKLS Takxe cooOmiaroTcs npyu CUHAPOME paHHEeH

JETCKOM 3HIE(DATONaTUH PA3BUTHS U MIIENITUYECKON SHIEDanonaTHH
CHD2

I'en xpomogomennoro JIHK-cBsi3biBaroriero 6enka 2 (CHD2), pacnioyioxeHHbIN Ha
xpoMocome 15q26, sBaseTcs TEHOM, KOTOPBIM U3MEHSET TPAHCKPHUIILHIO.
Anomanuu rena CHD?2 cBsizanbl ¢ 3nuiienicueid MiaJieH4ecTBa ¢ MUTPUPYIOIIUMU

(boKaTbHBIMU MPUCTYIIAMHU.
CHRNAZ2

['eH XOMMHEPTUYECKOro penenTopa, HUKOTUHOBOTO, anb(ha 2 (HEHMpOHAIBHOTO)
(CHRNAZ2), pacnonoxkeHHBIH Ha Xpomocome 8p2l, komupyer cyObeAHMHHILY
HEHUPOHAIBHOIO HHUKOTHMHOBOIO AalleTUJIXOJMHOBOrO peunentopa. IlatoreHHsie
BapuanTel B CHRNA2 oOHapyXuBarTCs Kak peakas NpUYuHa TUIEPMOTOPHOU

(TUIEPKUHETUYECKOW) ATTUIICTICUH, CBSI3aHHOM CO CHOM.



CHRNA4

['eH XOJIMHEPTUYECKOTO pelenTopa, HUKOTHMHOBOIO, alb®a 4 (HEeWpOHAIBHOIO)
(CHRNA4), pacnonoxxkenHsli Ha xpomocome 20ql3.2-q13.3, xkoaupyer
CyOBeIUHUIy HEUPOHATHHOTO HHUKOTHHOBOTO aIleTHUJIXOJIMHOBOTO pPEIEnTopa.
[Tatorennbie Bapuantel B CHRNA2 oOHapyXuBarOTCA y TMaIllMEHTOB C

TUIIEPMOTOPHOU (TMIEPKUHETUYECKOM) SMUIIENICUEH, CBA3aHHOW CO CHOM
CHRNB2

['eH XOJIMHEPTrUYEeCKOro pelenTopa, HUKOTHHOBOTO, Oeta 2 (HEWPOHAIHHOTO)
(CHRNB2), pacnonoxeHHblii Ha xpomocoMe 1q21.3, xoaupyer CyObEIUHHUILY
HEHpPOHAIBHOIO HHUKOTHMHOBOTO alleTUJIXOJMHOBOrO penentopa. IlatoreHHsle
Bapuantel B CHRNB2 o0HapyxuBaroTCsi y NalMEHTOB C THIEPMOTOPHOMN

(TUIEpKUHETUYECKOW) ATTUIICTICUEH, CBI3aHHON CO CHOM.
CLCN2

['en  xyopuaHOrO  KaHajga, NOTeHIUanI-yyBcTBUTEIbHOTO 2  (CLCN2),
pacrojoKeHHbIM Ha XpoMocome 3q27.1, koaupyeT MOTEHIUAI-3aBUCUMBIN
XJOPUIHBIM  KaHall. Bapuantet B CLCN2 ObLTM  CBSI3aHBI €
reHEeTUYECKUMU/UIMOTIATUIECKUMU TeHEPATM30BAHHBIMU SIUJICTICUSIMU, BKIIOYas
IOBEHWJIbHYIO ~ a0CaHCHYIO  JMHJICNCHIO, OBEHWJIBHYIO  MHOKJIOHHYECKYIO
SOWICTICUI0 M DOWIENICHI0 € TEeHEPaIU30BaHHBIMU TOHUKO-KIOHUYECKUMU

IIPUCTYIIAMH.
COL4A1

I'en xommarena tuna IV ampda 1 pacmonoxken Ha xpomocome 13q34. benok,
KOJIUPYEMBIN 3TUM T'€HOM, SBJISIETCS KOMIIOHEHTOM KoJuiareHa tuma [V, BaxHOro
KOMITOHEHTa Oa3zanbHbIXx MeMOpaH. AHomanuu reHa COL4Al MoryT BbI3BIBaTh
CEMEWHBIM HHCYJBT B paHHEM BO3pacTe, NPUBOMAIIMUA K «CEMEHWHOMU
nopaHuedanun». bpulo oOHapy’keHO, 4YTO Yy HEOOJBIIOr0 4YHucia JIIoAeH ¢

mm3dHIepanueit umeroTcs marorennsie Bapuantel COL4AL.



DCX

['en naGnkopTUHA pacrojiokeH Ha xpomocome X(22.3-q23. benok, koaupyemblii
TUM TE€HOM, — J1a0JKOPTUH, KOTOPBIA CBS3bIBACTCA C MHKPOTPYyOOUKaMU U
UTPAeT BAKHYIO POJIb B MOAJEPKAHUU UX CTAOMIBHOCTH. MHUKPOTPYOOUYKH — 3TO
KapKac, KOTOpBIM oOecrneynMBaeT HOPMAJIbHYIO  MHUIpALMI0  KJIETOK B
pa3BuBaromemMcs wmosre. Axomaimu reHa DCX wMoryt BbI3BIBaTH  JIMOO

auccaHuedanio, MO0 reTepoTONHI0 TOKOPKOBBIX MOJIOC.
DEPDCS5

I'en DEP, copepxammii nomen 5 (DEPDCS), pacnonioxeHHbIH Ha XpOMOCOME
22ql12.3, xomupyeT O€JIOK, KOTOpHIH MOXET Yy4acTBOBaTh B MEMOpPaHHOM
TpaHCTopTe W/niu nepeaade curuanoB G-6enka. [latorennsie Bapuantel DEPDCS
ObLTM BBISIBJIEHBI TPH CEMEHHBIX SIUJENCUAX C (POKAIbHBIMU MPUCTYIIAMHU,
BKJIIOYAsi CEMEHHYI0 (POKAJIbHYIO OIWIENCUI0O C [EePEeMEHHBIMU OYaramu,
CEMEHHYI0 ME3UaJbHYK) BHCOYHYIO OSOWIENCHUI0O W CBS3aHHYIO CO CHOM
TUIEPMOTOPHYIO (TUIIEPKUHETHYECKYI0) smwiencuto. [laroreHHsie BapHaHTHI
DEPDCS Taxxe ObutM OOHapyXeHbl Yy MalUEHTOB ¢ (HOKaJIbHOW KOPKOBOM

JIUCIIA3UEN, B TOM YHCJIE B CEMEMHBIX CIIydasix.
EFHC1

Homen EF-hand (C-konueBoit), cogepxainuii 1 rern (EFHC1), pacnioniosxeHHbIi Ha
xpomocome 6pl2.3, komupyer Oemok EFHCI1, xoTopslii B3auMopaencTByeT ¢
JIpyruM OenkoM, (PYHKIMOHUPYIOIMUM Kak KajablueBbl kaHan. bemoxk EFHCI
UTPAET POJIb B HEUPOTPAHCMUCCHUHM, HO TAKXKE MOXKET UIPATh POJIb B aAIOITO3€.
[Tarorennbie BapuanTel EFHC1 cBsi3aHbl C IOHOWMIECKOWM MHOKIOHUYECKOM

SIIMJICTICUEN.
FKRP

['en Oenka, poacTBeHHOro (GyKyTHHY, Pacrojio)keH Ha Xpomocome 19ql13.32.
benok, kKogupyemplii STUM TEHOM, SIBISIETCS OCJIKOM, POJICTBEHHBIM (PYyKyTHHY, €r0

TOYHas (1)YHKHI/ISI HCU3BCCTHA, HO OH BAXXCH IJIA MHUI'pAOWU KJICTOK HA PAHHEM



sTamne pa3Butus Mo3ra. AHomanuu rena FKRP MoryT BeI3biBaTh cHHAPOM Y OKepa-

BapOypra — kamHeno100Hy10 JrccaHuedanio, aHOMaIuIo IJ1a3 1 MUOTIATHIO.
FKTN

I'en ¢ykyTrHa pacrmonoxkeH Ha xpomocoMe 9q31.2. benok, koaupyeMblid 3TUM
TeHOM, — 3TO 0enok (pyKyTHH, ero TouHas (yHKIUS HEU3BECTHA, HO OH BaKCH
JUIsL MUATPAllMM KJIETOK Ha PAaHHUX CTagusAX DPAa3BUTHs Mo3ra. AHOMaJIMH TIEHA
FKTN wMoryt BbI3bIBaTh BPOXKICHHYIO MBIIMICYHYIO JUCTpopuio DyKysMbl
(BcTpedaeTcs MOYTH MCKIIOYUTENBHO B SmoHumM) u cuHapom Yokepa-BapOypra.
IIpu o00oux COCTOSHUSAX y TAalLMEHTOB HaOMIoJaercs KaMHEenoJo0Has
auccaHuedanus, anoManus a3 u Muonarus. OIHaKO y MalMeHTOB C CUHAPOMOM

VYoxkepa-BapOypra Hadmtogaercst 6oJiee TSKeN0e MPOsSBICHHE.
FLNA

I'en ¢unamuna A pacmnosioxkeH Ha xpomocome Xq28. benok, KoaupyeMblid 3TUM
reHoM, — 3To ¢unmamMuH A, KOTOpBIA paboTaeT ¢ ApyrumMu Oemkamu, oOpasys
LUTOCKEJIET, BAXKHBIM [JI1 MUrpauuu kieTtok. AHomanuu reHa FLNA wMoryt

BBI3BIBATh IEPUBCHTPUKYIIIPHYIO Y3EJIKOBYIO T€TEPOTOIHIO.
FMRL1 (cunapom JioMKoii X-XpoMOCOMBI)

CuHzipoM JIOMKOW X-XpOMOCOMBI SIBIIICTCS HawbOoJee 4YacTod NPUYUHON
CEMEMHOI0 MHTEJUIEKTYaJbHOIO0 HAPYLIEHUS M BTOPOM IIO 4YACTOTE IPUYMHOU
WMHTEJUIEKTYaJIbHOTO HapylleHus mnocie cunapoma JlayHa. Pacno3Harorcs
TUNUYHBIE JAUCMOppHUYeckre uepThl (YIUIMHEHHOE JIMLO, OOJbIINE WIH
OTTOMBIPEHHBIC YIIM W OOJIbIIUE SUYKH). Y TAIMEHTOB OOBIYHO HAOJII0IAr0TCS
ayTHUCTUYECKHE 4YepThl. Dnuiiencus Obuia 3apeructpupoBaHa y 40% mNanueHToB.
[Ipuctynel 1 ocobenHoctn OOI MoXokW Ha Te, KOTOpble HAOIIOAAIOTCS MpU
CCaMOKYNUPYIOUIEHCA SIWICICHU C [EHTPOTEMIOPAIBHBIMM  CHAWKaMU U
CBA3AaHHBIMM C HEW snuiencusmMu. [Ipuctynbsl 0OBIYHO YIIyYIIAIOTCS C BO3PACTOM.
AHomanuss  JOMKOM ~ X-XpOMOCOMBI ~ OOBIYHO  BbI3BaHA  pacIIMpPEHHEM

TPUHYKJICOTUIHBIX IIOBTOPOB B TI€HE JIOMKOH X-XpOMOCOMBI C 3aJIEpKKOHN



ymctBeHHoro pazutusi 1 (FMRI1), pacnonoxxeHHoMm Ha Xpomocome Xq27.3.
JlnarHo3 CTaBUTCS Ha OCHOBAaHHWM aHAJIN3a KOJIUYECTBA TPUHYKICOTUIHBIX
NOBTOPOB C MCIIOJIb30BAHUEM MOJUMEPA3HOM LIEMHOM peakluu U CcTaTyca
METUJIIMPOBAHMS C UCIIOIb30BaHWEeM aHanu3a Cay3epH-0J10TTUHra. DTOT METOH HE
OOHApyKMBAaET MHUCCEHC-TIATOTEHHbIE BApUAHTBl WU JCJICLUU, CBSA3AHHBIC C
FMRI, u ecnu eCTh KIMHUYECKOE NIOJI03PEHNE HA CUHAPOM JIOMKOU X-XPOMOCOMBI

MOXeT oTpeboBaThcs cekBeHupoBaHue reHa FMR1.
FOXG1

I'en forkhead box G1 (FOXG1), pacnionoxxeHHsiit Ha XxpoMmocome 14q13, kogupyer
oenok, m3BecTtHbll kak forkhead box G1, koTopsli aelicTByeT Kak (axkTop

TPAHCKPHUIILIUU.

e Jlatorennpie BapuanTel FOXGI1 BbI3BIBAIOT BpPOXKICHHBIA  BapUaHT
cunapoma Perra. Ilpu 3TOM CUHApPOME C paHHEro MIIaJEHYECTBA
NPOSIBIISIIOTCS TSDKENbIe MHTEIJICKTYallbHbIe HapyIICHUs, MHUKpouedaus,
CYJOPOKHbIE JBW)KEHUSI KOHEUHOCTEW, SIMUJIENICUSI U OTCYTCTBUE Pa3BUTHSA

peun. Pannero neprnoga HOpmMaJabHOT'O pa3BUTHA HC CYIICCTBYCT.

e Jlymiukauuu B obsiactu xpoMocombl 14, kotopas BkitoyaeT reH FOXGI,
MOTYT TMPHUBOJUTH K SHNWICNITUYECKUM CMa3MaM WA TPYIHOU3ICUUMBIM

IpUCTyIIaM C HapyLIEHUEM Pa3BUTHS U UHTEIUICKTA.
GABRA1

I'en anbda-1-cyObeAMHUIIBI pelienTopa raMMa-aMuHoMacissHol Kuciiotel (I'"AMK)
A (GABRA1), pacnonoxennsii Ha xpomocome 5q34, xomupyer anbda-1-
cyorenuuuny peuentopa ['AMK-A. Bapuantei rena GABRAI1 cBszanbsl ¢
reHEeTUYECKUMU/UIMOTIATUYECKUMU T€HEPATU30BaHHBIMU SIUJIETICUSIMH, TaKUMU

KaK IOHOIICCKasa MHUOKJIIOHHNYCCKAas SIMUIICIICHUA.

GABRD



['en nenbra-cyOBEAMHUIIBI pelienTopa ramma-aMuHoMacsiHol kucioTel (I"”AMK)
A (GABRD), pacnonoxeHHslii Ha Xxpomocome 1p36.3, koaupyer jeibTa-
cyobenunuity pernentopa ['AMK-A. Bapuantet reHa GABRD cBszanbl ¢
T€HETUYECKUMU/UIMONATUYECKUMU TEeHEPATU30BaHHBIMU SIUJIETICUIMH, TaKUMU
KaK TeHeTHYecKas smuiencusi ¢ GeOpuIbHbIME CyJJOPOTaMHU TUTIOC U FOBEHUJIbHAS

MUOKJIOHUYECKAs AIUIICTICHS.
GABRG2

I'en ramma-amuHomacisHoi kuciotrel (TAMK) A (GABRG?2), pacnosioeHHbIN
Ha xpomocoMe 5q34, komupyeT TramMma-cyobeauHuily perentopa ['AMK-A.
Bapuantet Tena GABRG2 cBsi3aHbl ¢ TeHETHYECKUMHU/UIAOTATUICCKUMU
reHEPAIM30BaHHBIMU SMUJICTICUSIMU, TAKUMHU KaK JIETCKas aOCaHCHas SMIUJIETICHS,
TeHeTHYeCKass »mwiencus ¢ (GpeOpuiabHBIMH CyJAOpOTaMH ITUTIOC M FOBEHUJIbHAS

MUOKJIOHWYECKAs AMUIICTICHS.
GLI3

I'en muukoBoro mansua 3 cemeirictBa GLI pacnonoxken Ha Xpomocome 7pl3.
benok, koaupyemblii 3tuM reHoMm, Oenok GLI3, saBigercs daxropom
TPAHCKPUIILMHA, KOTOPBIM KOHTPOJUPYET OKCIPECCUI0O TE€HOB M BAXKEH I
pa3Butust mMo3ra. AHomasmu reHa GLI3 Moryt BbI3bIBaTh TMHOTAIAMHUYECKYIO

ramMmapToMy W/WJIM MOJUAAKTUIINIO, a Takke cuHApoM [lammcrepa-Xoina.
GNAQ

I'en cyOwpenunuiel 6enka G ansda q pacmonoxeH Ha xpomocome 9q21. benok,
KOJIUPYEMBIN 3TUM T€HOM, sBisieTcs 0enkoM G, KOTOPBIM BaKeH ISl KJICTOYHOU
curHam3anuu. AHomanuu reHa GNAQ MoryT BbI3bIBaTH CUHIApoM CTepmxa-

Bebepa.
GRIN2A

I'en penentopa riayramarta, HoHOTponHbIM, N-Metun-D-acnaprar 2A (GRIN2A),

pacrojoxXeHHbI Ha xpomocome 16p13.2, koaupyet cyObeaunuily perentopa N-



metui-D-acmaprara (NMDA). Ilatorennsie Bapuanteli B GRIN2A  Obutn
3aperuCcTPUPOBAHBI npu CCaMOKYTIUPYIOIIEHCS ATIIICTICUHT C
[IEHTPOTEMITIOPAIbHBIMA ~ TMKaMH W dSHIedalonaTuelt  pa3BUTHS  W/WIK

SMUJICTITUYECKON dHIedaionaTheil ¢ akTUBAIlMeH MUK-BOJH BO BpeMsI CHa.
KCNQ2

I'en xanmeBoro noreHmuan3aBucuMmoro kanama, KQT-momo6Horo mojcemMeiicTsa,
wieH 2 (KCNQ?2), pacnonoxenHslidi Ha xpomocome 20q13.3, xogupyer uerbipe
anb(da-cyObeuHuIIbl KajmueBoro kaHaja. Aunbda-cyobeaunuiittl KCNQ2 moryt
B3aMMOJIEUCTBOBATH C alb(a-cyObenuHuLaMu, npoayuupyemeiMu reHom KCNQ3,
st popmupoBaHuss Oonee (YHKIMOHATHHOTO KAJIMEBOTO KaHajia, KOTOPBIU
nepeaaer ropasno Oosee cuiIbHbIM M-ToK. CHHIPOMBI SMUIICTICUH, HAOI01aeMble
npu mnatoreHHblx BapuaHTtax KCNQ2, BKIIOYAIOT CaMOKYNUPYIOUIYHOCS
(ceMeilHyl0) HEOHATAJIbHYIO OSHWIENCUI0 M CHHAPOM pPAaHHEH  JETCKON
sHIe(daTONaTUN PA3BUBTUS W SNUIENTHYECKOW HHIedanonatud. Bapuantsl B
onpezaeneHHbIx o0aacTax reHa KCNQ2 BbI3bIBAIOT TOMHUHAHTHYIO HETaTUBHYIO U
0oJee TSHKENyIo MOTepro (PYHKIMK KAJIMEBOr0 KaHaja MpHU MOCIETHEM CHUHIPOME.
[IpucTynbl MOTYT YacTUYHO WJIM TMOJHOCTbIO  MOJAABaThCA  JICYCHUIO
IPOTUBOCYAOPOKHBIMU  MpenaparaMu, OJIOKUPYIOIIMMU HATPUEBbIE KaHAJIbI.
CunapoMm paHHeW MiIaJeHYECKOW SHIedaNoNnaTuu pa3BUTHA U SMHJICHTHYECKON
sHIIepaTonaTHH KCNQ2 CUMTAECTCSA ATHOJIOTUYECKU-CIIEIU(PUIECKUM

SIIUJICIITUYCCKUM CPIH,Z[pOMOM
KCNQ3

I'en kamueBOro NOTEHIMAI3AaBUCUMOTO KaHama, mnojacemeirictea KQT, unen 3
(KCNQ3), pacnonoxeHHbIi Ha Xpomocome 8q24, KoaupyeT 4eThipe ajb(da-
cyObenuHuIbl KamueBoro kaHaita. OmgHako deteipe anbda-cyoreauHuisi KCNQ3
TaK)K€ MOTYT B3aUMOJIEMCTBOBaTh C alib(ha-cyObeIUHUIIAMH, MPOAYLHUPYEMbIMU
reioM KCNQ2, s popmupoBanus 6onee GyHKIIMOHATLHOTO KaJHUEeBOro0 KaHama,

KOTOpBIM Tepenaer ropasziao Oosiee cuiabHbI M-Tok. IlaToreHHble BapuaHTHI



KCNQ3 mnabmogaroTcss NMpU  CCaMOKYIUPYIOMIEUCs(CEeMEHONW) HEOHATaIbHOM

AMUJICHICUM.
KCNT1

I'en kanmueBoro kanana, nmojacemeiictea T, wien 1 (KCNT1), pacrnonoxeHHbIN Ha
xpoMmocome 9q34.3, komupyeT CyOBeAVMHUITy KAJIHUEBOTO KaHAla, aKTHBHUPYEMYIO
Hatpuem. [latorennsie Bapuantel KCNT1 oOHapyskuBatoTcs mpu 0osee TSKeNIbIX
dbopmax TUTIEPMOTOPHOU (TUIIEPKUHETHUECKOW) SMUJIETICHHU, CBSI3aHHON CO CHOM,
U TpU SIUJICICUU MIIaJIEHYECKOr0 BO3pacTa C MHUTPUPYIOMKUMH (DOKAIbHBIMU

MPUCTYTIAMH.
LARGE

I'en momoOubIil rnuko3untpanchepasE pacnonoxxen Ha Xxpomocome 22ql2.3.
benok, kogupyemblii 3TUM T€HOM, BaXEH /I TJIMKO3WIMPOBAHUS  O-
IUCTPOTJIMKAaHA W, CJIEJOBaTeNbHO, AN nuTockenera. AHomanuu reHa LARGE
MOTYT BBI3BIBaTh CHUHAPOM YOKepa-BapOypra — OyJbDKHYIO JHCCIHIIE(AIHIO,

aHOMAJIUIO TJ1a3 U MUOIIATHIO.
LGI1

I'enm LGII, Oorateiii neitiiuHoM, WHaKTHBUpoBaHHBIM Timomon 1 (LGII),
pacrnoyiokeHHbI Ha xpoMocome 10q24, xoaupyeT OeloK, Ha3pIBaeMbIid OOTaThIM
JeUIIMHOM, HWHAKTHUBUpOBaHHBIM Timomon 1 (Lgil) wnm snuremnuuom. Ota
GbyHKLIMS MPOAYKTa 3TOTO reHa moka HeusBecTHa. [larorennsie Bapuantbl LGI1
OoOHapyXUBAIOTCA TPU AyTOCOMHO-IOMHUHAHTHOM SIUJIEIICHH CO CIYyXOBBIMU

MIpU3HAKaMHU.
LIS1 (Takxke n3BectHblili kKak PAFAH1B1)

['en perynstopHod cyObeauHuIpl 1 amerwiruaponassl 1b Qaxropa akTHBanuu
tpomboruToB (PAFAHI1B1), Takxke n3BecTHBIN Kak TeH jucconnedammu 1 (LIS1),
pacrosioxkeH Ha xpomocoMme 17p13.3. benok, KOaupyemblil 3STUM T'€HOM, SBISETCA

CyObeIMHUIICH KOMILJIEKCa, Ha3bIBaEMOTo areTwirujapona3zoi 1B dakTopa



aKTUBalMK TpoMOouMuTOB. OH peryiupyer ypoBeHb (hakTopa aKTHBAILUU
TpomOo1TOB (PAF), KOTOPHINM BaykeH /111 HOpMaTbHOW (DYHKIIMH MUKPOTPYOOUEK
W Ul MUTpaluMyd HEMPOHOB B pa3BUBarolleMcss Mosre. AHomanuu reHa LIS1
(PAFAH1B1) moryT BBI3bIBaTH JIMCCOHIIEDATNIO — KaK U30JMPOBAHHO, TaK U KaK

yacTh cuHapoMa Mumepa-/lukepa.
MECP2

I'en wmetun-CpG-ces3wiBatomero Oenka 2 (MECP2), pacnonoxeHHBII Ha
xpoMmocoMe Xq28, oTBeyaeT 3a mpoayKT reHa o6enka MeCP2. Dtor Genok urpaer
BAXKHYIO POJIb B CHHAIICAX M MOXET IMOMOTaTh PETyJUPOBATh IKCIPECCUIO TEHOB,

HO ero TouHasi GyHKIUS HEM3BECTHA.

o Jlymmukanus MECP2 npuBomut k cunapomy aymmmkanuun MECP2 — ¢

HHTCIIICKTYaJIbHbIMU HAPYIICHUSAMMU, saz[epm(oﬁ Pa3BUTHA U SIUJICTICUEH.

e l3BecTHO, uro mnaroreHHble BapuaHTbl MECP2 BBI3BIBAIOT TSHKENYIO
HEOHATaJbHYIO 3HIE(]anonaruio, cBsizannyo ¢ MECP2 — HoBOpoOXkaeHHbIE
— 3TO MaJbUMKH C MHUKporedaivel, IBUTaTEIbHBIMU HAPYIICHUSIMH,

HpO6JI€MaMI/I C ABIXaHUCM U SMIUJICTICUCH.

e BoceMb KOHKpEeTHBIX MaroreHHbIx BapuaHToB MECP2 oTBeTcTBEHHBI 32
MOYTH TIOJIOBUHY ciiydaeB cuHapoma PPM-X — y mopakeHHBIX Iroaei
HAOJIOJAI0TCS TICUXUYECKUE PACCTPOMCTBA, SMHUIICTICUS, HHTEIUIEKTyaIbHbIC
HapyIlIEHUsT W JBUTaTelIbHble HapylieHus (OObIYHO MApPKUHCOHU3M).

My}K‘-II/IHBI C OTUM CHUHAPOMOM CTpPaAartOT CUJIBbHCC, YCM JKCHIIHUHEI.

e bonee 300 matoreHHsix BapuanTtoB B reHe MECP2 ObuiM BBISIBICHBI Y
JKEHIIUH C CUHJIpOMOM Perra. Y manueHToB ¢ cuHApOoMOM Perra snunencust
Ha0Omonaercss B 80% ciydaeB u He moanaercs Jsiedenuro B 30%. Ilpu
cuHapoMe Perra oTMe4aloTCsd TIE€HEpAIM30BaHHbIC THUIBI MPUCTYIIOB,
BKJIIOYAs T€HEpaIU30BaHHbIE TOHUKO-KJIOHWYECKUE, ATUIHUYHbIE a0CaHCHI,

ATOHUYCCKUC, TOHUYCCKHUC U MUOKIIOHNYCCKHC IIPUCTYIIBI.



e [latorennsie BapumanTet MECP2 Takxke ObUIM 3aperuCTPUPOBAHBI y JIHIL C
TSKEJIBIMA ~ UHTEJUIEKTYalbHBIMU  HAPYUIEHUSAMH, CUCIJIEHHBIMH C X-

XpPOMOCOMO, ayTU3MOM U (PeHOTUIIOM cHHApoMa Perta-AHrenbmana.
NPRL2

[Tomo6ueii NPR2 rten cyonenmnamibsl kommiekca GATORI1 pacmonoxxen Ha
xpomocome 3p21.31. benok NPRL2, konupyemblii ’TUM T€HOM, BHOCUT BKJIaJ B
byukuo kommuiekca GATOR 1, uarubupys cur"Hammzanuro mTORCI, Tem
caMbIM KOHTPOJIUPYS pocT U nuddepeHupoBky kietok. AHoManuu rea NPRL2
ObLITM OOHApYX EHBI y MALMEHTOB C (POKAIbHONW KOPTHKAIBLHOW quCIIa3uel, B TOM

YUCJIE B CEMENHBIX CITyYasx.
NPRL3

[Tomo6uerit NPR3 ren cyobenununsl komiiekca GATORI1 pacmonoxeH Ha
xpomocome 16p13.3. benok NPRL3, koaupyemblii ’TUM T'€HOM, BHOCUT BKJIaJ B
byukiuo kommuiekca GATOR 1, uarubupys curHammzanuro mTORCI, Tem
caMbIM KOHTPOJIUPYS pocT U auddepeHupoBky kiaetok. AHomanuu rea NPRL3
OB OOHApPYX EHBI y MALMEHTOB C (POKAIBHONW KOPTHUKAIBHOW JUCIUIa3UEH, B TOM

YUCJIE B CEMEMHBIX CITydasx.
PCDH19

I'en nporokaarepuna 19 (PCDHI19), pacnonoxeHHblii Ha xpomocome Xq22.1,
OTBEYAET 3@ T'€HHBIM MPOJYKT, KOTOPHIM SBISETCS KalbLMH-3aBUCUMBIM OEJIKOM
KJIETOYHOW aare3uu. OTOT TIeH OblI BOBJIEYEH B CHHJPOM paHHEH JeTCKOU
sHIeaToNaTUN Pa3BUTUS M SMWICITUYECKON SHIEhANTONaTHH, a TaKkKe B Pl
JOPYTUX OIWIENCHN, BKIIOYAas TEHETUYECKYI0 OSIWIENCUI0 C (eOpUIbHbIMU
cynoporamu 1umoc. [latorennsie Bapuantslt PCDH19 MoryT ObITh 00HApYKEHBI y
KEHIIMH C 3MUJIENTUYECKUM CHUHIPOMOM, MOXOXKUM Ha CUHApoM JIpaBe (oaHAKO
MHUOKJIOHUYECKHE U aDCaHCHBIE CYJOPOTH, KaK MPaBUJIO, HEYACThI), 3Ta SIUJIETICUS
OblJa Ha3BaHA »JIWIENCUEH, OrPAHMYEHHOM JKEHIIMHAMH C YMCTBEHHOH

orctanocthio (EFMR). Ilpuctynsl HaumHaroTcs paHo (CpemaHuii Bo3pact 9



MECSIIEB), SBJISAIOTCS YaCThIMU, KJIACTEPHBIMU U OOJIErdaroTcs JInxopaakou. Turmsl
MPUNAJAKOB BKIIOUYAIOT TOHUKO-KJIOHUYECKHE, (DOKATbHBIE (4acTO C SBOJIOLUEH OT
(GOKaNbHBIX 10 JABYCTOPOHHHMX TOHHMKO-KJIIOHHYECKHX CYJIOpOT) U TOHHYECKUE
(BeposATHO, (hOKaJbHBIE TOHMYECKHE) MPUIAJKHU. PazBuTHE 4acTo HOpMAaJIbHOE C
perpeccoM B HayaJle IPUCTyNla Y HEKOTOPBIX; WHTEIUIEKT BapbUPYETCA OT
HOPMAJIBHOTO Yy TPETH A0 TSKEIOT0 MHTEIUIEKTYyaJIbHOTO  HAPYLICHUS.
AYTHCTHYECKHE YEPThl U MCUXUATPUUYECKHUE PACCTPOMCTBA BBIPAKEHBI Yy TSKEIIO
NOpaXeHHBbIX JAeBOYeK. [IpumeuareneHn cuerieHHbIM ¢ X-XpOMOCOMOM THII
HACJICOBAaHUs, IIOCKOJbKY HOPMAaJbHBIE IEPEHNAIOIINE  OTIBI  SBIAKOTCA
Ir€MU3UTOTHBIMU HOCUTEIISIMUA U TIEPEeIalyT MAaTOT€HHbIA BapUAHT (M KIMHUYECKUN
CHUHIPOM) BCEM CBOMM JIOYEPSM, B TO BpEMs KaK IOJIOBUHA J10YEPEN MOPAKEHHBIX
IETEPO3UTOTHBIX MaTEepe YHACIEAYIOT ITaTOT€HHBIM BapUaHT W KIMHUYECKUU
cunapoM. Takke Obul omucaH poautenbckuit mMozauiusm PCDH19. Mexanusm,
JeXali B OCHOBE 3TOr0 THIIA HACJIEIOBAHMS, KaK IIOJAraroT, 3aKIH0YaeTcs B
KJIETOYHOM MHTEep(EepEeHLNH, KOTJa JIB€ MOMYJISIUN KIETOK (MaTOr€HHbIA BapUaHT
nosioxuTenbHbId U aukuii Tun PCDH19) He MoryT o0pa3oBbiBaTh HOpMaJIbHbBIC
cetn, nockoiapky PCDHI19 urpaer kiro4eByr poJib B MEKKJIETOUYHOW AITre€3WH.
CeMeiliHble POJIOCIIOBHBIC, €CJIM TaTOTEHHBIM BapuUaHT YHacJeloBaH, OyAyT
OTpPaXXaTb 3TOT THUII HACIEOOBAHMS C OMWIECNCUEH, HWHTEIUIEKTYaJIbHbIM
HapyLIEHUEM W/WIUM TICUXUATPUUECKHMMH pPAaCCTPOMCTBAMHU, OrPaHUYECHHBIMU
xeHIrHaMu. OJIHAaKo CleyeT OTMETHTb, YTO HMEIOTCS PEeIKHUEe COOOIEHUs O
MY>KUMHAX, MOPAKEHHbIX Mo3aulu3MoM. Ilockonbky de novo maroreHHbie
BApUAaHTHI pacnpocTpanensl, TectupoBanre Ha PCDH19 crnenyer paccmatpuBars y
1000 KEHILUHBI C JINXOPAJA0YHBIM 00OCTPEHUEM CYAOPOT, KOTOPhIE HAYAINCh B

BO3pAaCTE 110 S JIET.
PIK3CA

['en kaTamuTHuecko cyObeaAuHUIIbI alibda docharuaninHo3uTo-4,5-0ucdocdar
3-KMHAa3bl pacmoiokeH Ha XpoMocoMme 3q26.3. benok, KogupyeMblil 3TUM T'€HOM,

BakeH 1 (ynkiuuum PI3K, kuHAa3pl, KOTOpas AaxkTUBUPYET OINpeIeIeHHbIC



CUTHAJIbHBIE MOJIEKYJIbI KJIETOK. DTH CHUTHAJIbHBIE MOJIEKYJIbl BaXKHBI JJII POCTa,
nposmdepanuu U murparuu kietok. Anomanus reHa PIK3CA, npuobpetreHHas
MO3aWYHBIM 00pa30M, MOXKET BBI3BATh CHUHJIPOM MeTaldHIEhaTUU-KamUIIPHON

Majibpopmariuu.
PIK3R2

['en perynaropHoit cyObeauHUIBI 2 (PochOoMHO3UTH I-3-KMHA3BI PACIIOIOXKEH Ha
xpomocome 19q13.2-q13.4. Benok, KoaupyeMmbli 53THUM T€HOM, BaXE€H A
byukiuun  PI3K, kuHa3bl, KOTOpass aKTUBHpPYET OIpe/ejeHHbIE CUTHAJbHbBIC
MOJIEKYJIbI KJIETOK. DTHU CUTHAJIbHBIC MOJICKYJIbI BOKHBI JIJIs1 pOCTa, Iposrdepaiu
u wmurpanuu kietok. AHomanus reHa PIK3R2 wMoker BbI3BaTh CHUHAPOM

MeTaHIEe AU -TIOTMMUKPOTr UPUU-TIOTUAAKTHIINU -TUAPOLEDATHH.
PLCB1

I'en dochomunazer C, Gera 1 (pochoumnosutua-cnenudpuueckoit) (PLCBI),
pacnojoxeHHbI Ha xpoMocoMme 20p12, koaupyet OeloK, KOTOPhIN KaTalu3upyeT
oOpa3oBaHue uHosuronrpudocdara u JTUALUITIUIEposa u3
bocharuaunuHo3uTonouchocdara. [TatoreHnnsie BapUAHTHI PLCBI1
OOHaApPYKUBAIOTCS MPU CUHIPOME PAHHEro JIETCKOTO Pa3BUTHS U SMHJICHTHUYECKON
sHIedaToNaTu, y TMAIMEHTOB MOXET pa3BUThCA CHUHAPOM HWH(MAHTUILHOTO
snmientuueckoro cnasma. Jlenemuu B PLCB1 Obumm 3apeructpupoBaHbl Kak
penkass TNpPUYMHA OSHOWICTICUM MIIAQJEHIEB C MHUTPUPYIOMIMMH  (DOKATBHBIMU

IPUIIAJIKaMU.
PNKP

I'en mnonunykneotuakuHaszbl  3'-dpocdarazer  (PNKP), pacnonoxeHHbI Ha
xpomocome 19q13.3-q13.4, kogupyetr OeNOK, Yy4acCTBYIOIIUMN B BOCCTAHOBJICHUU
JAHK. Ilatorennbie BapuanTel PNKP oOHapyXuBaroTCs mpu CHHIPOME paHHETro

ACTCKOI'O pa3BUTHUA U SIUJICITUYCCKOMN SHHCCI)aJ'IOHaTI/II/I.

POMT1



I'en Oenka O-manHo3wiTpaHcdepasbl 1 pacmosiokeH Ha Xxpomocome 9q34.1.
benok, Kogupyemblii STHUM TE€HOM, SBIACTCS CyObeAMHHUIEH (QEepMEHTHOTO
komiiekca POMT, BaxHOro s HOpMajabHOTO (YHKIIMOHUPOBAHHUS -
JUCTPOTJINKAHA W, CIENOBATEIbHO, Uil UTOCKENEeTa. B CKENEeTHBIX MBIIIAX O-
JMCTPOTJIMKAH MOMOTraeT CTa0MIM3UPOBATh U 3aIUINATH MBIIIEYHBIE BOJIOKHA. B
MO3r€ OH BaXEH Jii MUTpalUMU KIETOK BO BpPEMsI PAHHETO pa3BUTHUS MO3ra.
Anomaymmun  teHa POMTI MoryT BbI3bIBaTH CHHApPOM Y okepa-BapOypra
(mucconnieanus 1o THUMy «OyJIBDKHUKA», aHOMAJIMS TJIa3 W MHOIATUS) U

3a00JIEBaHUE MO3Ta «MBIIIEUYHO-TIIa3HAS.
POMT2

I'en 6enka O-manHO3MITpaHCc(epasbl 2 pacnoyiokeH Ha xpoMmocome 14q24. benok,
KOAMPYEMBIA 3THUM T€HOM, SIBIsIeTCA cyOobeaunuiei kommiekca POMT, BaxHOro
JUIST HOPMAJIBHOTO (DYHKIIMOHUPOBAHUS O-JUCTPOTIUKAHA U, CIEAO0BATEIbHO, IS
UTOCKEJEeTa. B CKeneTHhIX MbIIIIax o-AUCTPOTJIMKaH TOMOraeT CTaOUIM3UpPOBAThH
Y 3allMIIATh MbIIIEYHbIE BOJIOKHA. B MO3re OH Ba)€H JUIsl MUTPALMKU KIETOK BO
BpeMsl paHHEro pa3BuTus Mo3ra. AHomaiuu reHa POMT2 wmoryT BbI3bIBaTh
cuHapoMm Yokepa-BapOypra (Jiuccannedanus mo Tumy «OyJIbDKHUKA, aHOMAJIHUs

rJ1a3 ¥ MUOIIATHs) U 3a00JIEBaHME MO3Ta «MBIIIIEYHO-TIa3y.
PRRT?2

['en TpancmembOpannoro Oenka 2, 6oraroro nposmaOoM (PRRT?2), pacnonosxennsiii
Ha xpomocome 16pll.2, komupyeT TpaHcMeMOpaHHbIM Oenok. IlaToreHHsbie
Bapuantel B PRRT2 oOHapyxuBaioTCs mnpu CaMOKYNUPYIOIIEHCS AETCKOU

SIUJICTICUH, a TAKIKC ITPH HapOKCI/ISMaHBHOfl KHHE3UOT€HHOMU JUCKHWUHC3HU.
RELN

['eH punuHa pacnoyiokKeH Ha XpoMocoMe 7q22. benok, KOOgUPYEMbIil S TUM T€HOM,
Ha3bIBACTCS PWINH, OH aKTUBUPYET CUTHAJbHBIA MyTh B Pa3BUBAIOIIEMCS MO3TE,
KOTOPBIM 3aMycKaeT MUTPALMI0 HEHMPOHOB B MX MpPAaBUIIbHBIE MecTa. AHOMalUU

reHa RELN MoTryT BBI3BIBaTh JUCCIHIIC(PATHIO C TUIIOTIA3UEH MO3KEUKa.



SCNIA

I'en anpda-cyObeqMHUIIBI HATPUEBOIO KaHala, MOTEHLIMAN3aBUCUMOro, Tuma |
(SCN1A), pacnonoxxeHHbIM Ha Xpomocome 2q24.3, BOBJICUEH B DS SMHUIICTICUH.
[Mpoaykt rena SCN1A — anbda-cydbenunuia HatpueBoro kanana NaVl1.l. Otor
HATPUEBbIN KaHAJ Ba)KEH JJIs1 KOHTPOJII TPAHCIIOpTa HATpus B HeHpoHbl. bonee
150 marorennbix BapuantoB reHa SCNIA cBsizaHbl ¢ snuiencuei. DMUIENCUH,
HaOmogaempie mnpu  SCNI1A, BKIIOYAIOT TEHETHYECKYIO OJMHIEICUIO C
(GeOpuiabHBIMU cyfoporamMu Iuroc U cuHapom Jlpase. debGpuibHble Cyq0oporu
MOTYT OBITb E€AMHCTBEHHBIM KJIMHUYECKUM MPOSBICHUEM, WM [aTOTEHHBIC
BapUAHTBl MOTYT OBITb OOHApyXEHbl Yy UJIEHOB CEMbH JIMI] C SIMUJIEICHEH, Y
KOTOpbIX HeT cyaopor. KoHkperHble martoreHHsle BapuaHThl B SCNIA Takxke
CBSA3aHBl C OIWJENCHEH MIIaJeH4YecTBa C MUTPUPYIOIUMHU  (POKATBHBIMU
OpUCTyIIaMH M CEMEMHON IeMUILIErMu4ecKol MurpeHbro. [lonmumoppusmMel B 3TOM
reie (momumopdusm ICSSN+5G>A) moryt BausTh Ha 3(P(EKTUBHOCTH U
no0ouHble  APQPEKThl  NPOTHUBOCYAOPOXKHBIX  IPENapaToB,  OJOKUPYIOLIMX

HATpPUEBbIE KaHAJIBI.
SCN1B

['en HaTpueBOro KaHaja, MOTEHIMAI3aBUCUMOro, Tuma |, OGeTa-cyObeauHUIIbI
(SCNI1B), pacmonoxennsiii Ha xpomocome 19ql3.1, xomupyer cyObeIUHHILY
HaTpUeBOro kaHaya Oera-1. HaTpueBblii kaHand BakeH ISl KOHTPOJIS TPAHCIOpPTa
HaTpUs B HEHUPOHBI. ONHUIENCHH, HaOJI0JaeMble NMPU MATOTCHHBIX BapUaHTax
SCNI1B, BkIIIOYaIOT T€HETUYECKYIO SIWICNCUI0 € (PeOpUIBHBIMU CYJOpOTaMHU
mtoc. Ilarorennsie BapuanTel SCNI1B Takke CBSi3aHBI C PUCKOM CEPJICUHOU

apUTMUH.
SCN2A

['en HaTpueBOro kanana, MmoTeHIMaN3aBUcUMOTro, Tumna II, anbda-cyObenuHuIls!
(SCN2A), pacnosioxxeHHbIE Ha XpoMocome 2q24.3, ObLT BOBJICYEH B Psll

snmiencuii. [lpoaykr rena SCN2A sBnsieTcst anbda-cyObeAMHHIIEH HATPHEBOTO



ka"asa NaV1.l. OToT HaTpHeBBI KaHa Ba)KEH U1l KOHTPOJI TPAHCIIOPTa HATPUS
B HEHpOHBI. DNWIENCUHU, HaOIoJaemMble NMpHU MNaToreHHbIX BapuaHTax SCNZ2A,
BKJIIOYAIOT ~ CaMOKYIHPYIOIIYIOCS ~ CEMEHHYI0  HEOHAaTaJbHO-WH(AHTUIHHYIO
AMWIEHICUIO, CaMOKYNHMPYIOUIYIOCS CEMEMHYI0 HH(PAHTWIBHYI SIWIEICHUIO,
SMUJICTICUI0 MIIAJICHYECTBA C MUTPUPYIOIIMMHU (POKAIBHBIMH MPHUCTyNaMH U
CUHIPOM paHHEW JEeTCKOW »JHuedasonatud pa3BUTHS U DIHICITHYECKON

sHIIe(anonaTu.
SLC2A1

['en 2-ro cemeiicTBa MEPEHOCUMKOB PACTBOPEHHBIX BEIIECTB, WIEH 1-TO
00JIer4YeHHOro nepeHocunka riaoko3bl (SLC2A1), pacnookeHHBIH Ha XpPOMOCOME
1p34.2, orBeyaer 3a reH, KOTOPBIA KOJUPYET OCHOBHOM MEPEHOCUYHK TIIIOKO3BI B
reMarosHuedanmyeckoM Oapbepe. [laToreHHble BapuaHThl 3TOTO TI'E€HA MOTYT
BBI3bIBaTh CHHAPOM JAe(HIINTa TEPEHOCUNKA TITIOKO3bI 1 H/HIIN MapOKCU3MaTbHYIO

JIMCKUHE3UI0, BBI3BAaHHYIO (DM3UUECKOM HArpy3KOH.
SLC25A22

I'en 25-ro ceMelncTBa NEPEHOCYUKOB PacTBOPEHHBIX BEILIECTB
(MHTOXOHApPUAIBHBIA  TepeHocunk: riayramat), wieH 22 (SLC25A22),
pacrnosiokeHHbeli Ha xpoMocome 11pl5.5, orBedaer 3a MpoOAYKT IreHa, KOTOPHBIM
SIBIISIETCS. MUTOXOHIPUATEHBIM MIEPEHOCYMKOM TITyTaMaTa. DTOT T'eH ObLI BOBIICUCH
B panHuid miagendyeckuidi DEE u cunapoM paHHEN MJaJeHuYeCcKoi 3HIe(anonaTuu

Pa3BUTHA U YWJIECNTUUECKON SHIIEPaIONaTHH.
SPTAN1

I'en cnektpuHa, anbda, Heaputpouutapuoro 1 (SPTANI), pacnonokeHHbIH Ha
xpomocome 9q34.11, orTBewaeT 3a TEHHBIM NPOAYKT anb(a-CrieKTpuHa,
HUTEBUJHOTO  LIUTOCKEJIETHOTO  Oenka, KOTOpPbIH  (QYHKUMOHUpYET  JUId
cTabWJIM3aluy IUIa3MaTUYECKUX MeMOpaH W OpraHu3alld BHYTPHUKJIETOYHBIX
opraneil. DTOT T€H ydYacTBYeT B CHHIPOME paHHEW NIeTCKOil sHiedanomatuu

Pa3BUTHA U SMIUJICITUYCCKON BHHe(i)aJIOHaTI/II/I, d TaKXKC IIpH CHHIAPOMC



I/IH(I)aHTI/IJIBHBIX SIMHUIICTITUYCCKHUX CITIa3MOB. HGprOBPISyaHI/ISaHI/ISI 0OBIYHO

IIOKa3bIBACT TMIIOMUEITNHU3ALUIO.
STXBP1

I'en cunTakcuH-cBs3biBaromero Oenka 1 (STXBPI1), pacnosiokeHHbIH Ha
xpoMocome 9q34.1, oTBewaeT 3a TIEHHBIM NPOAYKT CHUHTAKCHH-CBSI3bIBAOILETO
Oenka, KOTOpBIA WIrpaeT poJib B BBICBOOOXKICHUU HEUPOTPAHCMUTTEPA
MOCPEACTBOM MOJYJSIIUA CTHIKOBKM M CIUSIHHUSI CUHANTHYECKUX BE3UKYJI. DTOT
reH y4YacTBYeT B CHHIPOME paHHEH JeTcKod »sHIledaaonaTtud pa3BUTHS U
AMWICNTHYECKOW  3HIedanonaTu, a TakkKe Mpu  JIPYruX  SIWICTCHSX,
HAOMI0JaeMBIX Yy JIIOICM C HapylIeHHEeM HWHTelIeKTa. [laTroreHHble BapuaHTHI
STXBP1 cocraBmsaror 10-15% Bcex ciydaeB CHHIOpOMa paHHEW JIETCKOM
sHIIE(hATOATHH pa3BUTHUS u AMUJIEITUYECKOMN sHIIE(DATOMATHH.

HeiipoBusyanu3zaiust 0ObIYHO MMOKA3bIBAET TMITOMHUEIMHU3ALIUIO.
TBC1D24

I'en cemetictea npomeHoB TBCI1, unen 24 (TBCI1D24), pacnoyioKeHHbIA Ha
xpomocome 16p13.3, moxkeT koaupoBarh Oenok, aktuBupyromuid ['Tdazy.
Anomamun rena TBCID2 cBsizanbl ¢ snwiencued  MIJaJEeHYecTBa  C

MUTPUPYIOMIUME (DOKATBHBIMH PUCTYIIAMH.
TCF4 (Cunapom IIntTa-XonkuHa)

I'en dakrtopa tpanckpuniuu 4 (TCF4), pacnonoxxeHHsiii Ha xpomocome 18qg21.1,
npou3BoguT (aktop Tpanckpumniuu (6enok TCF4), xoTopblil SBISETCA YacThIO
cemeiictBa E-OenmkoB. benox TCF4 wurpaer pojib B CO3pEBaHUM KJIETOK JIJis
BBITIOJTHEHUS  omnpefeneHHblXx  GyHKiud  (auddepeHmpoBka  KIETOK) U
CaMOYHUYTOXXeHUU KJIeTOK (amonto3). [lo menbmelr mepe 50 mnaTOreHHBIX
BApUMAHTOB A3TOTO reHa ObUIM OOHapyKeHbl mpu cuHapoMe Ilutra XomnkuHa,
KIMHUYECKOM  CHHAPOME C  3aJIepKKOW  pa3BUTHS, HWHTEIUVIEKTyaJbHBIMU
HapylIeHUsIMA (YMEPEHHO-TSKEIBIMH), AMUJIEIICUEH, OTIIMYUTEIIbHBIMU Y€pTaMu

JHI1a (TOHKI/IG 6pOBH, 3allaBIIMEC I'JI1a3a, BBICTYH&I—OHII/Iﬁ HOC, BBICOKas IICPCHOCHUIIA,



BuJ Tyka KynumoHa Ha BepXHEH Ty0e, IIMPOKUN POT C TOJHBIMU T'yOaMH, IIUPOKO
paccTaBiieHHbIC 3yObl M YTOJIIIECHHBIC YAIlICBHIHBIC YIIIM) U aHOMAJIMEH JIbIXaHHUS
(0OBIYHO TOCIETOBATEILHOCTh THUTIEPBEHTUIISAIIMU-ANTHOY). J[eTh OOBIYHO MMEIOT

CYACTIIMBOE MMOBEACHUE, YACTO YJIBIOAIOTCS U XJIONAIOT PyKaMHU.
TSC1

I'en TyGepo3Horo ckiepo3a 1 pacnojmoxeH Ha xpomocome 9q34. bernok,
KOJAMPYEMBIH 3TUM T'€HOM, — raMapTHUH, KOTOPBII B COYETaHUU C TYOEPUHOM (CM.
red  TSC2) oOpazyer KOMIUIEKC, KOTOpeii BaxkeH B nytu mTOR,
BHYTPHUKJIETOYHOM IyTH, KOTOPBIA KOHTPOIMPYET pocT U JIudPepeHInpoBKY
kieTok. AHomanuu reHa TSCI1 BbI3bIBatOT cHMkeHHE MHruOupoBaHuss mTOR u

TyOEpO3HBIN CKIIEPO3.
TSC2

['en TyOepo3Horo ckiepo3a 2 pacrnojiokeH Ha xpomocome 16pl13.3. benok,
KOJUPYEMBIH 3TUM T'€HOM, — TyOepHH, KOTOPHIH B COUETAaHWU C TaMapTUHOM (CM.
red  TSCl) oOpasyer KoMmIUIeKC, KOTOpbii BaxkeH miusi nytd mTOR,
BHYTPHUKJIETOYHOTO MyTH, KOHTPOJIUPYIOIIETO0 pOCT U TUdPepeHIUPOBKY KIIETOK.
Anomamuu reHa TSC2 Bei3piBaloT cHWkeHHWe uHruoupoBanuss mTOR u
TyOepo3HbIi ckiepo3. AHomanuu reda TSC2 taxke Obltu oOoHapyxkeHsl B JJHK,

BBIJICJICHHOM M3 0YaroBOW KOPTUKAIIbHOW aucriasuu tuna [1B.
TUBAIA

'en TyOymuuna amba la pacmomoxkeH Ha xpomocome 12ql13.12. benok,
KOJIUPYEMBId 3TUM TE€HOM, — 0O-TyOyJIMH, 4acTh ceMelcTBa OeJKOB TyOyIHHa,
KOTOPBIC BOXKHBI JIJIsl CTPYKTYPBI U (PYHKIIHOHHUPOBAHUSI MUKPOTPYOOUEK, KOTOPHIE,
B CBOIO OUY€PE/Ib, BAXKHBI JIJISI METPALIMU KJICTOK HA PAHHEM JTaIle Pa3BUTHS MO3Ta.

Anomanuu rena TUBATA MoryT BbI3bIBaTh JTUCCOHIEDATNIO U TOJTUMUKPOTUPHIO.

WDR62



I'en nomena moBropa WD 62 pacnonoxkeH Ha xpomocome 19ql3.12. benok,
KOJUPYEMBI STUM T'€HOM, Ba)KE€H IS mpoJimdepanuu KiIeToK. AHOMaJIUU TeHa
WDRG62 moryT BbI3bIBaTH IIMPOKUN CHEKTP MOPOKOB PA3BUTHS MO3ra, BKIIIOYAS
JuccaHIedaInio U mu3sHIedann0. AHOMAINU CIOXKHBIX T€TEPO3UTOTHBIX T€HOB
B WDR62 Obui BBISBICHBI y TMAlMEHTOB C IMOJIMMHUKPOTHpHUEH. Y MNalUEHTOB
HaOroMaeTcsi MUKporedanus U MOXKET HaOMI0IaThCs TUIOIIIa3Us MO30JIUCTOTO

Tella U MO3YKEUKa.
ZEB2 (Cunapom MoysTa-Buibcona)

I'en muakoBoro naneiia E-box binding homeobox 2 (ZEB2), pacnosioxkeHHbIN Ha
xpoMocome 2q22.3, npousBoaut Oenok ZEB2, KOTOpbI KOHTPOJMPYET paHHUN
pocT u pazsutue. OH, MO-BUJUMOMY, OCOOCHHO Ba)K€H B SMOPUOHAJIbHBIX TKaHSX
HepBHOro rpedHs. [lo menbmeit mepe 100 maToreHHBIX BapUAaHTOB ATOrO TEHA
ObuUTM OOHapy’KeHbI Npu cuHApoMe MoyaTa YUIICOHA, KIMHUYECKOM CHHIPOME C
3aJIEpKKOM  Pa3BUTUS, HHTEIUICKTyaJIbHbIMA  HAPYUICHUSIMH,  DIHIICTICUEH,
OTIIMYUTENbHBIMA YepTamMu Juna (YJUIMHEHHOE KBaJapaTHOE JUI0, TIyOOKO
MOCaKEHHbIE U IIMPOKO PACcCTaBJICHHBIE rjia3a, IIMPOKas MEPEeHOCUIIa, OKPYTIIbINA
KOHUYMK HOCA, BBIAAIOMIASICS YEIIOCTh, 3a0CTPEHHBIN M0100PO/I0K, O0IbIITNE OPOBH,
MPUTIOTHATHIE SMOYKM Ha MOYKAX YIIei) v KumedHbiMu (00sie3Hb [ upmmnpyHra) u
apyrumu  (Mukporedanus, CTPYKTypHas aHOMalldsg MO3ra, CepJeUyHbIC)
nedexramu. Jletw, Kak NOpaBHIIO, HMMEIOT CYACTIMBOE IIOBEACHHE, C YaCTOU

YJIBIOKON U OTKPBITHIM PTOM.
1.8.2.2..KIMHUYECKAS KAPTUHA CTPYKTYPHBIX SITMJIEIICUIA

CTpyKTypHBIE AMIWIENCUU KOHLENTYAIU3UPYIOTCS KAaK HMEIOUIME OTYETIUBYIO
CTPYKTYpPHYI0 MO3TOBYIO0 aHOMAJIMIO, KOTOpas, KaKk ObLJIO IOKa3aHO, CBA3aHA CO
3HAYUTENIbHO TMOBBIIIEHHBIM PHUCKOM SIMJENCHH B HAJJISKAUIMM 00pa3oM
CIUIAHUPOBAHHBIX HccleNoBaHMsIX. CTpyKTypHas aHOMajusl MO3ra MOXET ObITh
npUOOpeTEeHHOW (HalpuMep, U3-3a WHCYJIbTA, TPABMbl MU WH(EKIIMH) UIIH MOXKET
UMETh TE€HETUYECKOE IPOMCXOXKACHHUE; OJHAKO, KaK Mbl B HACTOSLIEE BpeMs

IMOHHUMACM, CTPYKTYPHas aHOMaJINA MO3ra ABJIACTCA OTACIIbBHBIM paCCTPOfICTBOM,



PACIIOJIOKECHHBIM  MCEXKIAY HpI/IO6pCTeHHBIM NN TCHETHYCCKUM I[@(I)CKTOM u

DIUJIETICUEN.
HeiipoBuszyanuzauus

MarnutHo-pe3onancHas tomorpabus (MPT) c¢ ucmonb3oBaHuem wMarHurta 1,5
Tecna sgBIAETCS MUHUMAQJIBHBIM CTAHAAPTHBIM HCCIEAOBAHUEM ISl MCKIFOUCHUS
CTPYKTYPHOUM aHOMauu, XOTs npusHaeTcs, uto MPT MoxeT ObITh HEAOCTyIIHA B
ycinoBHsX HexBarkh pecypcoB. [Ipu npoenennn MPT-uccnenoBanust BaxxHO
BBITIOJIHATh IPOTOKOJIBI, HAMNPABJIEHHBIE HA JMUJIENCHUI0, KOTOPBIE MO3BOJISIOT
THIATEJIBHO UCCIEA0BATh ONpEEICHHbIe MPUOOpPETEHHbIE aHOMAIMU (HAIpUMeED,
CKJIEpPO3 THUIIMOKAMIIa) U TOHKHWE MOPOKH PA3BUTHS KOPHI, Takue Kak (oKaabHas
KOpKOBasi auciiasus. Buzyanuzaumss c¢ cuinoi 3 Tecna wiam BblIIE, a Takke
WCITOJIb30BAHUE TEPEOBBIX METOJIOB aHAIM3a MIPOTPAMMHOTO 00ECTICUEHHSI MOTYT
MIOMOYb B BBISBJICHUU CTPYKTYPHBIX aHOMaJui, HE OYECBUIAHBIX MPHU OOBIYHOU
MPT. MexnpuctynHasgs W mnpuctynHas I3 BMecTe C JIONOJHUTEIbLHBIMU
(GYyHKIIMOHATBFHBIMA HEUPOBU3YAJM3AIIMOHHBIMIA HWCCJICIOBAHUSIMHU, TAKUMHU Kak
19T, O®IKT u MJI', rae 310 BO3MOXKHO, MOTYT TTIOMOYb, HaNpaBJisisi BHUMAHUE
Ha OIpEENICHHYI0 00JacTh MO3ra, MO3BOJIsAsS BBISIBUTH €Ba 3aMETHYIO0 aHOMAJIHIO.
VY ManeHbpKUX JIeTel, KOTOPhIM OblIa cliejlaHa BU3yaln3allys B BO3pacTe 10 2 JeT,
e/Ba 3aMETHbIE AaHOMAJIMK MOTYT ObITh HE OLIEHEHbI, 1 MOXET MOTPeOOBaTHCS

MOBTOPHAS BU3yaJIM3aIisl TTOCIIC 3aBEPIICHUS] MUCIIMHUA3ZAIUH.
PacnipocTpanenHbie CTPYKTYpHBIE aHOMAJTUW MO3Ta, CBSI3AHHBIC C ATIIICTICHEH:
® TIOPOKH Pa3BHUTHS KOPHI,
® COCyauCTBIC MaTb(hopMaIiu,
® CKJIEpPO3 THUIIIOKaMIIa,
® TUIMOKCUYECKH-UIIEMHUYECKHE CTPYKTYPHbBIC AaHOMAJIHH,
® TpaBMaTHYECKOE MOBPEKICHUE MO3Ta,

¢ OIIYyXO0JIA



e nopa3HUedaTUecKas KUcTa
1.8.2.2.1. HIOPOKHU PA3BUTHUSA KOPbI

[Topoku pa3BUTHSI KOPbI — 3TO CTPYKTYPHBIE aHOMAJIUHA KOPHI FOJIOBHOI'O MO3ra
(ceporo BeliecTBa, BHICTUIIAIOIIETO MOBEPXHOCTh MO3ra), KOTOPhIE€ BOZHUKAIOT U3-
3a aHOMaJbHOrO (OPMHUPOBAHUS KOpPHI TOJOBHOTO MO3ra B paHHEM
(BHYTpUYTpOOHOM) Nepuoie Ku3HU. KieTku-npeniecTBeHHUKU KOPbl TOJIOBHOTO
MO3ra HW3HadalbHO (OPMHUPYIOTCS B TMEPUBEHTPUKYJSIPHOW o00nacTH, a 3areM
NEPEMEIIAIOTCS B TMPABUIBHOE MECTO, (OPMUPYS HOPMAIBHYIO CTPYKTYpY H
KJIETOUYHbIC CBsI3U, HAOJI0JaeMble B 3pelIOM Kope ToJIOBHOTO Mo3ra. B stor
IpOLIECC BHOCAT BKJAJ pa3JIMYHbIE TE€Hbl, & AHOMAaJUU TE€HOB, XPOMOCOMHbBIE
aHOMAaJIMM WU pexe (aKTOpbl OKpYKalolled cpenapl (Takue KakK HEI0CTAaTOK
KHCIIOpPOJia B Pa3BUBAIOLIEMCS MO3re€ WJIM BHYTPUYTPOOHAss WMHEMEKIUs) MOTYT

HapyLIUTh HOpMaJbHOE (YOPMUPOBAHHUE KOPBHI.

Baxupie TOpPOKH pPa3BUTUS KOPBI, KOTOpPHIE HAONIONAIOTCA Y TMAlUEHTOB C

ANUJICTICUCH:
e (oKkabHasT KOPKOBAs JUCILIA3US,
e TyOEpO3HBIN CKIEPO3,
e mcoHIehanms,
® TETEePOTOIHS MOAKOPKOBBIX MOJIOC,
® TETEPOTOIHS CEPOTO BEIIECTRA,
® TOJUMUKPOTHPHS,
e TeMUMeraidHIedaIms,
e mm3eHIehanus
e TamapToMa I'MroTajiamyca

dokajabHas KOpPKOBasi JUCIIa3usd



®dokanbHble KOpTUKaANbHBIE auciazuu (OKJ[) — 310 nokanu3zoBaHHbIE 00J1aCTH
nehOpMUPOBAHHON KOPBI TOJIOBHOTO Mo3ra. OHHU SIBIAIOTCS YacTOW MPUYMHOU
¢doxanbHbIX MpHUCTYNOB. OHU KIaCCU(PUIUPYIOTCS MO UX HEUPOIMATOJIOTHYECKUM

IIpU3HAKaM.

e OKJI I Tuna OTHOCHTCS K W30JIMPOBAHHBIM HOPAKEHUSIM, KOTOpbIE
nposBIsAOTCA JO0 Kak pamuanbHas (POKJ[ Ia Twna), nmbo kak
taureHimanpHas (OKJ[ Ib Ttuma) aucmamuHamms Kopbl, KOTOpas MOXKET

OBITH 06Hapy>KeHa B OHHOﬁ NN HCCKOJIBKHUX AOJIAX MO3Ia.

e OKJ/ II TMHma — 3TO HW30JUPOBAHHOE MOPAKEHHE, XAPAKTECPUIYIOIICECS
KOPTUKAIBHOM AUcCIaMuHanuer u nucmopdueiMu HelipoHamu 6e3 (tum [la)

wiu ¢ OayutoHHbIMU KieTkamu (Tut 1Ib).

e OKJ[ IIl tuna omuceiBaer PKJI, KoTOpas BO3HUKAET B COYETAHUHU CO
ckiepozoM runmokammna (OKJ[ Illa Tuma), ¢ TIHMOHEHPOHATIBHBIMU
onyxonsmu (OKJ[ IlIb tuma), psgomM ¢ COCyaUCTHIMU Malib(OopMaIusIMH
(OK/ Illc Tvma) wim B CBSI3U ¢ IOPAXEHUSIMH, IPUOOPETEHHBIMU B PAaHHEM
BO3pacTe, TaKUMH KakK TMpeapiaymas umeMmudeckas tpaBma (DOKJ[ I11d

THTIA).
Knunuxa

KnuHnueckne mnOposIBICHUS O4YaroBOM KOPTUKAIBHOM JHUCIUIA3UM 3aBHUCAT OT
CTEIIEHW W JIOKAJIU3allMd IOpPOKA Pa3BUTHUS M COIMYTCTBYIOIIUX CTPYKTYPHBIX
anomanuii. Eciam oOnacTe 04YaroBol KOPTUKAJIBHOM JUCIUIA3UW HE SBISICTCS
OOJIBIIION, MAIMEHThl W3HAYAJIbHO HE CTPAJAlOT OT 3HAYUTENIbHBIX HApPYIICHUN
pa3BUTHS, HEBPOJIOTUUECKUX WJIM KOTHUTHUBHBIX HapyuieHui. Hauvamo npuctymnos
MOET OBITh B JIFOOOM BO3pacTe, MPHU ITOM Yy JABYX TPETEH MPUCTYIBI HAUYMHAIOTCS
K 5 TomaMm, a y OONBIIMHCTBA TMAIMEHTOB MPUCTYNHI HAYMHAIOTCA K 16 Tomam.
bonee crapmmii Bo3pact Hauajga HaOMrOgaeTCs peako. XOTsS OKOJO OJHOM MATOU
MAIMEHTOB MOTYT JE€MOHCTPUPOBATH BPEMEHHYIO PEAKIMI0O Ha JIEKapCTBa

(OTCyTCTBME MPHUCTYNOB B TEUEHHUE OJHOTO rojia wiu 0osee), MPUCTyIbl OOBIYHO



TPYJTHO KOHTPOJMPOBATh C MOMOIIbIO JieKapcTB (HaOmogaeTcst npuMepHo y 80%

NalueHToB). MoryT ObITh 3aTPOHYTHI 00a MoJIa.

Ocmopooicno! ucXopl pa3BUTHS U KOTHUTUBHBIE HAPYILIEHUSI MOTYT OBITh XyXKe y
JIeTel C HEKOHTPOJMPYEMBIMH MPUCTYIIAMH B PaHHEM BO3pacTe, OCOOCHHO €Cin
NOSIBJISIIOTCS SMUJICITUYECKUE CHa3Mbl WM T€HEPaJTU30BaHHbBIE TUIIbI IPUCTYIIOB,
MOATOMY Ba)XE€H MPOAKTUBHBIA KOHTPOJb MPUCTYIOB, 3TO MOXKET BKIOYAThH
XUPYPTrUYECKOE€ BMEMIATENBCTBO MPHU  SMWICNCUU, €CIM  NPUCTYIbl  HE

KOHTPOJIUPYIOTCS C TIOMOUIBIO JIEKAPCTB.
Ilpucmynoi

dokaJbHbIC IMPUCTYIIBI OOBIYHO SBJIAIOTCS HAYaJIbHBIM THIIOM IMPUCTYIIOB, C
IIPpU3HAKaMHU, OTHOCAIOUMHUCA K MCCTOIIOJIOKCHUIO (l)OKaHBHOfI KOpTHKaHbHOﬁ
JAUCIIIa3HUH. Ecau oHm He umeroT ABUI'aTCIIbHBIX IIPHU3HAKOB, HX 6y,Z[CT TPpyaAHO

0OHApYXHUTh Y MJIQJICHIICB U MAJICHHKUX JICTCH.

MoryT BO3HUKHYTHh (POKAJIbHBIE MPHUCTYIHI C TOCIEAYIOUMMH JBYCTOPOHHHUMH
TOHUKO-KJIOHUYECKUMHU MPUCTYIIaMH, OHU MOTYT HUMETh (hOKaJIbHbIE MPU3HAKH,
OTHOCSIIIIMECS K MECTOIOJIOKEHUIO (POKAIBbHONM KOPKOBOM AMCILIA3UU, €CIU 3TO

HCKaTh TIIATCIIBHO.

MOFyT BO3HUKHYTDH SITHIICIITUYCCKHUC CIIa3Mbl, KOTOPBIC MOI'YT IMPCACTABIATH THII
npucTyma: OHH MOI'YT HMCTb (bOKaJ'IBHBIe IIPU3HAKHX, OTHOCAIIHUCCA K

MECTONOJI0KEHNIO (POKAIBHOW KOPKOBOM JUCIIIa3UH.

MosxeT  BO3HHKHYTh  OJNWUJENTHYECKUA  CTAaTyC, BKIOYas  (DOKambHBIN

SIUICOITUYCCKUM cTraryc.

Ocmopooicno! 'Y mnanueHToB ¢ (DOKAIbHOM KOPKOBOW IUCILIA3UEH, Y KOTOPBIX
OPUCTYIBl HayuHAIOTCS B 0Oojiee paHHEM BO3pacTe, CO BPEMEHEM MOXKET
V3MEHUTHCS THIl TPUCTYNOB, C TMOSBICHUEM OJIWICNITUYECKUX CIIA3MOB WIIH
IreHEPAIM30BaHHBIX THUIOB TMPHUCTYNOB, TaKUX KaK aTUMHUYHbIE aOCaHCHI,
ATOHUYECKHE M TOHUYECKHE MPUCTYIBI. B 3TOM rpymnie BCTpEUYarOTCd HAPYIIEHUS

Pa3BUTHA U KOTHUTHBHBIC HAPYIICHUA. Ecau Ha6J'II-0I[aIOTCH OTH THUIIBI IIPUCTYIIOB,



BaXXHO JOCTHYb ITOJIHOT'O KOHTPOJIA Had MPUCTyIIaMu, €CJIM 3TO HC NOCTUTAaCTCs C
IIOMOIbIO MCAUKAMCHTO3HOT'O JICHCHHA, CICAYET PACCMOTPETh XHPYPIHUUCCKOC

JIECYEHHUE PIUJIETICU.
['enemuxa

Xapaxkmep nacnedosanus. BoBieuensl anoMannu reHoB de novo. B ocHoBHOM 3TO
COMATHYECKHE NATOT€HHbIE BapUaHThl, HO MOTYT BCTPEUYaTbCSd U IATOTCHHbBIC
BAPUAHTHI 3apoAbIIeBON JuHUKM. CeMelHble Cilydyad OMNHUCaHbl TOJBKO B

HCKIITOUUTCIIBHBIX ClIy4dasiX.

Uzeecmnvie cenvi. HenaBHO aHoManmu TeHOB B TeHax nyTd mMTOR  Obutm
obHapykeHbl y HekoTopbix mnamueHToB ¢ FCD II Tuma. DTu aHomManuu reHOB

moryT ObITh 3apoabiiieBbiMu (DEPDCS n NPRL3) nnu comatnueckumu (TSC2).

Cemetinvii anamnes. Penkue cemeiinpie cayyan FCD Obutn 3apeructpupoBaHbl y
nanueHToB ¢ agoMaiusMu reHoB B reHax DEPDCS5 wmmam NPRL3. V oatux
MAIMEeHTOB HA0JI01aeTCA pa3IuvHas SKCIPECCUBHOCTh, HEKOTOPHIC YJIEHBI CEMbH,
MO-BUJIMMOMY, HE 3aTPOHYThI, HEKOTOpble ¢ (OKAIbHOW DJIWICNCUEH U

HopMasibHOM MPT, a apyrue ¢ ®K/I.
Ty0epo3Hblii cCKII€PO3

TyOepo3Hblil CKIEpO3, TEHETHYECKOE 3a00J€BaHUE, SBISETCS PACIPOCTPAHECHHOU
IPUYUHON IMOPOKOB Pa3BUTHsI KOPbI T'OJIOBHOI'O MO3Td, C YAaCTOTOM POKIAEHUS
1:6000. D10 3aboneBanue BbI3BaHO jaedekToM nyTH MTOR, BHYTpUKIETOUHOTO
MyTH, KOTOPBII perynupyer pocT u AUPPEpeHIUPOBKY KIETOK, YTO MPUBOIUT K

aHOMAJIUSM B psijie OPraHOB, BKJIFOYAsi MO3T, KOXKY, CEp/IIe, TOYKH U TJiasa.
Knunuxa

I[O BBISBIICHUS aHOMAaJIMU I'CHOB, CBA3aHHBIX C TY6€pO3HLIM CKJICPO30M,
JUAarHoCTuKa OCHOBbLIBAJIA4ACh Ha  HaJIWu4dYuM ONPCACIICHHBIX  KIIMHHUYCCKHX
IMPHU3HAKOB. MHorue u3 3THX IMPU3HAKOB TMOABJIAIOTCA C BO3pACTOM MW MOTYT

OTCYTCTBOBAaTh BO BpeMs Hadajia mpucTyna (0OblYHO B Bo3pacTe a0 1 roma). ¥V



MIaACHOCB CAWMHCTBCHHBIMHU KIMHWUYCCKUMHU IIPpHU3HAKAMH, KOTOPLIC MOI'YT
INPpUCYTCTBOBATb, B AOIIOJIHCHHWC K CTPYKTYPHBIM aHOMAJIHMAM MO3ra, SBJIAIOTCA
TUIIOIIMI'MCHTUPOBAHHBIC KOXHBIC IIATHA (I[J'IH BBIABJICHUSA KOTOPBIX MOXKCT

OTPeOOBATLCA UCCIICIOBAHKUE C TIOMOIIIBIO JaMIlbl ByJica) u pabaoMuoMsl cep/aiia.

YacTtoTra »nuwiencud Mpu TYOEpO3HOM CKJIEPO3€ BBICOKA, MPUCTYIIBI OOBIYHO
HAUMHAIOTCI B Bo3pacte 10 | roga (OOBIYHO HHWJICNITUYECKHE CIHA3Mbl U
(b oKambHBIC MPUCTYTIBI), HO Y MEHBIIEH TPyl MPUCTYTIHI HAYMHAIOTCS MO3%Ke (>4
JIeT), U B 3TOM Tpynne HaOmoAarTcs (pokalbHble TPUCTYTBI. MOTyT BO3HUKHYTh
HapylIeHUs] pa3BUTHSI U KOTHUTUBHbIC HapyiieHus, xoTs 50% mromell umeror

HOpMaHLHBIﬁ HHTCIIJICKT.

Ocmopooicrno! Y neteil ¢ HEeKOHTPOJIMPYEMBIMHU TIPUCTYIIAaMH B PaHHEM BO3pacTe
pe3ynbTaThl Pa3BUTHS M KOTHUTHUBHBIE HAPYIICHUS MOTYT OBITh XYK€, OCOOCHHO
€CIM TOSIBJISIOTCS SMWICNTUYECKUE CMa3Mbl WJIM T'€HEPAIU30BaHHBIE THUIIbI
MPUCTYIIOB, MOATOMY Ba)KeH MPOAKTUBHBIM KOHTPOJIb MPUCTYTIOB, KOTOPBIA MOKET
BKJIIOYATh XUPYPIHUYECKOE BMEMIATEIBLCTBO MPU AMUJICIICUM, €CIU MPUCTYIBI HE

KOHTPOJIMPYIOTCSI METMKAMEHTO3HO.
Kpumepuu knunuuecxoii ouacnocmuxu mybeposznoeo ckieposa (2012).
Jlnarno3 ycTaHaBIMBACTCS CIEAYIONUM 00pa3oM:

® KJIMHUYECKUW JMATHO3 ONPEAEICHHOIO TyOEpO3HOro CKIIEpo3a: 2 OCHOBHBIX
npu3Haka Wi 1| ocHOBHOW W 2 win Oosiee JOMOJTHUTENbHBIX MPU3HAKOB
(muMdaHTHOICHOMIOMATO3 U AHTHOMHOIUIIOMBI HE MOTYT MCIOJIb30BaThCS

BMCCTC KaK JBa OCHOBHBIX HpI/ISHaKa)

® KJIMHWUYCCKUU JMArHO3 BO3MOXKHOTO TyOepo3HOro ckiepos3a: maubo 1

OCHOBHOﬁ, 6o 2 nim O6oee AOITIOJIHUTCIIbHBIX IIPU3HAKOB

e uyaeHtugukauus mnaroreHHoro Bapuanta TSCl1 wmmm TSC2 B JHK
HOPMAaJIbHON TKAHUW JOCTATOYHA JJIs TOCTAHOBKHU OMPEICIICHHOTO JAUarHos3a
TyOepo3Horo ckieposa. Obparute BHUMaHue, 4To y 10-25 % manueHToB ¢

TY6€p03HBIM CKJICPO30M HC BBISBIICH IMaTOT€HHBIN BapHaHT C IIOMOIIBIO



OOBIYHOI'O T€HETHYECKOIO TECCTUPOBAHUA, a HOpMaHLHBIﬁ pe3yabTaT HE

UCKJIIOYaeT TyOepO3HBIil CKIEpPO3.
OcHosHble Xapakmepucmuxu
— 3 wiu 6oJiee TUMOMENIAHOTUYECKUX MSITHA IUaMETPOM HE MEHEe 5 MM
— 3 unu 6osee anruoudpom unu GuOPO3HBIX 1edanrnuyeckux OJsIeK
— 2 unu 6osiee PuOPOMBI HOT'TS
— Ilarpenesas koxa
— MHOXeCTBEHHBIE TAMapTOMBI CETYATKH

— Koprukaneuble  gucnnazud  (BKIoyas — TyOepsl M paavalibHbIE

MUTPAIMOHHBIE TUHUN OEJI0ro BellecTBa MO3ra)

— CyOsneHauMabHbIe Y3eIKH

— CyOsnenaumalnbHas THTAHTOKJIETOUHAs! aCTPOIIUTOMA

— Pabmommoma cepama

— JlumdanruoneiioMmrnomaTos

— Anrunomuonunomsl (2 u 6oJee)
Bmopocmenennvie xapakmepucmuxu

— Koxnbie nopaxeHust TuNa «KOHPETTH»

— 3 uu O6oJiee AIMOK Ha 3yOHOM dMaju

— 2 unu 6oJiee UHTPAOpaTbHBIX PUOPOM

— AXpoMaTUyecKoe MATHO CETYATKU

— MHOXECTBEHHBIE KUCTHI IIOYEK

— Henoueunas ramapToma (Hanpumep, NEYCHM )

— Bwusyanuzanus



Ilpucmynoi

HabGmrogatorcs  o4aroBble MPUCTYNBI € NpPU3HAKaMU, OTHOCSIIMMHUCS K
PaCIOJIOKEHUIO KOPKOBOM TyOepOMBbI M3 KOTOPOro oHu pactyT. Ecinu y HUX HET
JBUTATEIIbHOW aKTUBHOCTH, UX OYZET TPYJHO OOHAPYKUTh y MIIAJICHIIEB U JETeH

MJIaamero Bo3pacTra.

MoryT BO3HHMKHYTH (DOKaJIbHBIE MPHUCTYIHI C MOCIEAYIOIMMHU JIBYCTOPOHHUMU
TOHUKO-KJIOHHYECKUMHU TPUCTYIIAMH, OHU MOTYT UMETh (DOKAJIbHBIE TPHU3HAKH,
OTHOCSIIUECS K MECTOMOJIOKEHUIO KOPKOBOIM TyOEepOMBI, U3 KOTOPOTO OHH PACTYT,

CCJIM 3TO UCKAaTh TIIATCIBHO.

MOFYT BO3BHUKHYTH OSIHUICIHTHYCCKHC CIIa3Mbl WU MOTYT OBITH MpCaACTaBJICHBI
APYyTHUC TUIILI ITPHUCTYIIOB: OHU MOT'YT UMCTb (1)0K3J'IBHBIC IMPU3HAKH, OTHOCAIIIUCCS

K MECTOITOJIOKEHUIO KOPKOBOM TyOEpOMBI U3 KOTOPOTO OHU PACTYT.

Mozxert Pa3BUTHCA SIUICOTUYCCKUM cTaryc, BKJIrO4as q)OKaHBHBIﬁ

AIUJIENITUYECKUI CTaTyC.

Buumanue. Y manueHTOB ¢ TyOEpO3HBIM CKJIEPO30M, Y KOTOPBIX MPUCTYIIBI
HayMHAIOTCA B OoJjiee paHHEM BO3pacTe, CO BPEMEHEM MOXXET U3MEHHUTBCS THII
MPUCTYIIOB, C TMOSBJIEHUEM OHNWICNTHUYECKUX CHAa3MOB WM Te€HEpaJIM30BaHHBIX
TUTIOB MPHUCTYIOB, TAKUX KaK aTHUIMHMYHBIE aOCAHCHI, aTOHMYECKUE U TOHHUYECKHE
npuctynbel. B aTolt rpynme Oosiee 4acTO BCTpPEYAIOTCS HapyUIECHUS Pa3BUTHA,
KOTHUTUBHBIE HApYILIEHUS U MICUXUYECKUE paccTpoiicTBa. Ecinu HaOmoaaroTes 3Tu
THUIIbI MPUCTYTIOB, BAXKHO JOCTUYb MOJIHOTO KOHTPOJISL HaJ MPUCTYIaMH, €CIId TO
HE JIOCTUTAETCs C MOMOIIbI0 MEIMKAMEHTO3HOTO JICUEHHUS], CIEyET PacCCMOTPETh

XUPYPTrUYECKOE JICUEHUE SIUIICTICHH.
['enemuxa

Xapaxmep Hacneoosanus. B 1aByx Tpersix ciydaeB: mpuoOpereHHas de novo
reHHasi aHOMaJlUs, 3TO MOTYT OBITh COMAaTHYECKHUE NMATOTCHHBIE BapUAHTHI HIIU

IMaTOIrCHHBIC BAPUAHTBI BaPOHBImeBOﬁ JIMHHUU



B OI[HOﬁ TPETHU CIIy4YacB: CEMEHHOE HacJICJ0BaHNC — ayTOCOMHO-AOMHWHAHTHOC C

BBICOKOM INCHCTPAHTHOCTBIO

H3zeecmnvie cenvi. AHOManuu reHoB B TeHax TSC1 (Ha 9q34, kogupyeT raMmapTHH)
wm TSC2 (wa 16pl3, xomupyer TyOepuH) OTBETCTBEHHBI 3a OOJBIIUHCTBO
cllydaeB TyOepo3HOro ckjeposa. I'amapTuH M TyOepuH 00pa3yloT KOMILIEKC,
KOTOpBI HeoOxonuMm anisi HopMaibHOW (pyHkumu myth mTOR. AHomanusi reHa
TSC1 unu TSC2 oOnapyx’uBaeTCsi B KPOBU Y OOJBIIMHCTBA JIIOJIEH ¢ TyOEepO3HBIM
ckiaepo3oM. OOBIYHO y JIOJEH €CTh OJHAa KONHUS AaHOMAJIbHOIO TI€Ha, 4YTO
W3HAYAJIBHO MPUBOAUT K CHI>KCHHIO HOPMAJIbHOM POy KLU
ramaptuHa/Tyoepuna. Co BpeMeHEM BTOpasi NPUOOpETEHHas T'€HHas aHOMallus
MOKET BO3HUKHYTh B Jpyroil konuu reHa TSC, 4Tro mpuBEAET K AaJbHEUIIEMY
CHIDKEHHIO HOPMAJIbHOM BBIPAOOTKM ramMapTUHA/TyOepHHa M TOTEpe pPEryJIsaluu
pocTa KJIETOK B TE€X KJIETKax, KOTOpble NMEIOT 1Ba aHoManbHbIX reHa TSC. [lo 10-
25% mnauueHToB MOryT He uMeTh aHoManuu rerHa TSC1/2, oOGHapyXeHHOI B
KpPOBH, 3TH JIIOJH, BEPOSITHO, BCce emle OyayT mmeTs aHoManuio reHa TSCl wm
TSC2, HO oHa OyzaeT mMpUCYTCTBOBAaTh TOJIBKO B HEOOJBIIOM IPOLIEHTE KIETOK
KPOBU WJIM NMPUCYTCTBOBATh B APYIMX KJIETKax (HampuMmep, KJIETKax MO3ra Wiu

MOYEK) OpraHu3Ma.

Cemetinviti  anamue3. MOXET TMPUCYTCTBOBATH, CIEIYET MCKATh HCTOPHUIO

CYJOPOT/3MUIIETICUN WIIA KOXKHBIX WU TIOYSUHBIX 3a00JIEBAaHUHN Y YWICHOB CEMbBH.
JIucconuedpanus

Jlucconuedanuss — 3TO MOPOK Pa3BUTHSL KOPbI, MPU KOTOPOM HaOII0gaeTcs
HEJI0OCTaTOYHAasT HM3BWJIMCTOCTh (CKJIAJYaTOCTh) B KOpPE TOJIOBHOTO MO3ra, 4TO
MPUBOJUT K OTCYTCTBHIO U3BWJIMH (arUpUM) W/WIK IUPOKUM MPOCTHIM U3BUIIMHAM

(maxurupun).
Cy1ecTByeT JIBa OCHOBHBIX THIIA JIUCCOHIIC(ATHH:

e Knaccuueckas JII/ICCSHHG(baJ'II/ISI (TaK)KC HN3BCCTHAsA KakK HHCCC)HHC(I)&HI/I}I I-To

TI/IHa) C YMGHBHICHHOﬁ N3BUJIMCTOCTBIO U YTOJIINICHUCM KOPBI T'OJIOBHOTO



MO3ra, MOXKET BO3HHUKATh W30JMPOBAHHO WM C JPYTMMHU BPOXKJICHHBIMU
aHOMAJIUSIMM, HampuUMep, KaKk dYacThb MUKpojeleuud 17p — cuHApPOM

Munepa-/lukepa

o KamueoOpa3Has nuccaHnedanus (Takke M3BECTHas Kak JUcCOHIedhanus 2-
ro THIA) C yYMCHBIIEHHOW HW3BHJIMCTOCTHIO W Y3JIOBAaTHIM BHUIOM KOPHI,
CBSI3aHA CO CTPYKTYPHBIMH aHOMAJMSMH MO3KEUKa W CTBOJIA MO3ra H
OOBIYHO BO3HUKACT C TMOPAKECHHEM TIJIa3 U MBI — BPOXKICHHAS
MbIedHass guctpopuss Dykysmbl, 3a00jieBaHHE MBIIIII-TJIa3-MO3ra |

cuHapoM Yokepa-BapOypra

JIuccanuedanuss MOXKET COYeTaThCsl € JIIOOBIM U3 OOJBIIOTO KOJMYECTBA JAPYTUX
CTPYKTYPHBIX aHOMaJIuMMd MO3ra, TaKMX KakK aHOMaJMs BHEIIHEro BHUJA
KEIYJOYKOB, MO30JIACTOIO TeJla, IPO3pPayHOM IIEPEropoOAKHM U THUIIOIUIA3Us

NIAPaMUAIAIIBHON TPAKThI
Kaunuka
Knaccuueckast nuccanuedanus

KnvHanueckne MposiBICHUS KIACCHYECKOW JMCCOHIE(PaMA 3aBUCAT OT CTENCHU
MOpOKAa pa3BUTUS U OT TOTO, CBA3aHA JIM OHA C JPYTUMHU CTPYKTYPHBIMU
aHOMAJUSMH B MO3I€ WJIM C BOBJICUCHUEM [JPYyTUX CHUCTEM. ONWICICHUS
NPUCYTCTBYET MOYTH y Beex Jtojiet (0osee 90%), yacTo ¢ HaYaIoM NPUCTYIIOB Ha
NepBOM Trojy >Ku3HHM. HapyieHus pa3BUTHSA, KOTHUTHUBHBIE M JBUTATEIbHBIC
HapYIIEHUs BCTPEYAIOTCS YacTO M B OOJIBIIMHCTBE CIyYaeB 3HAYUTEIBHBI. Y
MHOTHX JIeTeli BO3HHMKAIOT OyJabOapHble TPYIHOCTH, KOTOpbIE MPHUBOAIT K

TPYAHOCTSIM C KOPMJICHUEM H JBIXaTEIbHON (DYHKITUEH.
KamueoOpa3znas nuccanuedanus

Knuanueckue mposiBiieHrs: KaMHeoOpa3HOH JIccoHIeaiii B OCHOBHOM CBSI3aHBI

C CONMYTCTBYIOIIEH TSDKEJION BPOXKIESHHON MBITIIEYHON TUCTpOoduei.

Ilpucmynoi



DNUIENITUYECKUE CIa3Mbl, OOBIYHO MPEACTABICHbI Kak TUN NpuctynoB (B 80%

CITy4aeB).

Taxxke MOI'yT OBITh ICHCPAJIN30BAHHBIC TIIPUCTYIIBI, II0 THIIY a6caHCOB,

ATOHUYECKUX U TOHUYECKUX MPUCTYTIOB
['enemuxa

Xapaxmep nacneoosanus. XapakTep HaclleJOBaHUs 3aBUCUT OT aHOMAJIMM I'EHa.
LIST u TUBA1A Bo3HUKaIOT Kak npuoOpeTreHHble anoManuu reHa. DCX moxer
HACJIEIOBAThCS MO X-CIEMIEHHOMY THITy. Penkue ¢opmel muccannedanun MoryT

HMCTb ayTOCOMHO-PCHCCCUBHOC HACJICTOBAHUC.
H3eecmmuvie cenwbi.
Knaccuueckas HHCCBHHC(I)EU'IPIH:

e LISI — orTBewaeT 3a TOJOBHMHY BCEX CIyYaeB KIIACCHYECKOU
auccaHIedaIn, ¢ rPpalueHTOM JIMCCOHIe(DATUU OT 3aJHETO K MepeaHeMY,
ATa aHOMaJIMsS N'€Ha MOKET BO3HUKATh M30JIMPOBAHHO WJIM B COUYETAHUU C

cuHapoMoM Muinepa-/lukepa

e DCX — otBeuaer 3a 10% Bcex ciaydaeB KIacCHUECKOW JMccoHIiedannu, ¢
IPaJueHTOM JHUCCOHIEhATUN OT MEPETHEro K 3aJHeMy, U MpeolagaeT y

MY4UH (Y )KEHIIUH HAOJIFOAAETCsl TETEPOTOINHUS MOIKOPKOBBIX MOJIOC)

e ARX — muccaHnedanus ¢ areHe3ue MO30JMCTOTO Tela U aHOMaJIbHBIMU

TCHUTAJUAMH Y MY)KIUH
e RELN — nuccanuedanus ¢ runomiazuei Mo3xedka

e TUBAIA — muccanuedanuss ¢ rpague€HTOM OT 3aJHEr0 K IEepeIHEMY,

MO’KET UMETh aCCOIIMMPOBAHHYIO TMITOIUIA3UI0 MO3KEUKa
e Jlpyrue rensl: DYNCIHI1, KIF2A, KIF5C, TUBGI

Kamuenono6nas nuccannedanus: POMTI, POMT2, LARGE, FKTN u FKRP



Cemetinbii anamue3. MOXKET IPUCYTCTBOBATD.
I'eTepoTonus NOAKOPKOBBIX MOJIOC

['eTepoTonus MOJKOPKOBBIX MOJOC — 3TO MOPOK Pa3BUTHs KOPbI, IPU KOTOPOM
MeXTy OOKOBOHM CTEHKOHW KeJlyl0uKa M KOPOW pacroyiaraercsi mojioca KOpKOBBIX
KJIETOK (cepoe BelecTBO). Brlmenexaias Kopa UMeeT B OCHOBHOM HOPMaJIbHBIN
BUJ, HO MOXET HMMETh cJierka HeriayOokyio Oopo3nky. OHa BO3HUKaeT H3-3a
HApyIICHUs MUTpAlMd TOMYJSIIUH HEHPOHHBIX KIETOK B HMX MPaBUIBHOE
MECTOMOJIOKEHNE B KOpEe TOJIOBHOTO Mo3ra. I'eTepoTomusi MOJKOPKOBBIX IOJIOC
0OBIYHO ABYCTOPOHHSS,, CAMMETPUYHAs U peodiiagaeTt B nepeaneit yactu. Muoraa
TeTepOTONUSl MOAKOPKOBBIX IOJOC MOXET OBbITh TOJBKO OUGPOHTANIBHON WIIH,
pexe, OMIapHeTo-OKIUMUTANBHON. ['eTepoTonus MOJKOPKOBBIX IOJIOC OOBIYHO
BO3HUKAET U30JUPOBAHHO, 0€3 IPYrUX CBA3AHHBIX CTPYKTYPHBIX aHOMAJUI MO3Ta,
XOTs Npu nmaTtoreHHsIx Bapuantax DCX moxeT HaOdroAaThes Jerkas TUnoria3us

MO3KEUKA.
Knunuxa

KnuHuueckoe  MposiBIEHUE  TEeTEPOTONHH  MOJKOPKOBBIX — MOJIOC — OOBIYHO
COINPOBOXK/IACTCS HAPYIICHUSIMH PA3BUTUSI U KOTHUTUBHBIMU HAapYILICHUSIMU C
npunajakaMd win 6e3 HuX. TspKecTh KOTHUTHUBHBIX HapylIEHUW M TPUCTYIIOB
KOPPEIUPYET ¢ TONIUHON TOIKOPKOBOM T0JIOCKL. Hadano mpucTymnoB MoKeT OBITH
B JTI0OOOM BO3pacTe, U MOXKET OBITH IMO3/IHEE, BO BTOPOM WJIH TPEThEM JIECITHIICTUN

xu3Hu. Habmogaercst cuinbHOE npeobiajaHue >KeHIIUH.
Ilpucmyno

®dokanbHble TPUCTYIIBI. MOTYT OBbITh (OKaTbHBIE MPHUCTYIBI C MOCIETYIOUUMU

ABYXCTOPOHHUMHU TOHUKO-KIIOHHYCCKUMU IIPUCTYIIAMHU

Tun INpuCTynna MOXET MCHATBCA C TCUYHCHUCM BpPCMCHH C IIOJABJICHHCM
ICHCPAJIN30BAHHBIX IIPHUCTYIIOB, TAKUX KaK, ATUIIMYHBIC a6cch51, ATOHHYCCKHUC U

TOHUYCCKHC ITPUCTYIIbI



['enemuka

Tun nacneoosanus. Tun HacnemoBaHUS 3aBUCUT OT aHoMaymu rena. LIS1 — »ro,
KaKk TMpaBuio, npuoOpereHHass aHomanus reHa. DCX wnHacineayercs mno X-

CLEIUICHHOMY THILY.
H36ecmuvie 2envl

DCX — oTBeuaeT 3a OOJIBIIMHCTBO CIIy4aeB T€TEPOTOMHUHU MOAKOPKOBBIX TOJIOC,
IpUYeM TETEPOTONHS JIBYCTOPOHHSS, CAMMETPUYHAS W TpeobiagaeT crepeau, ¢

npeobiajaHieM Y JKSHIIUH.

LIS1 — rerepoTomnus MOAKOPKOBBIX MOJIOC C MPE0OIalaHueM C3aIH
Cemetinviti anamnes. MOXeT IpUCYTCTBOBATb.

I'eTepoTonus ceporo BeuecTsa

['eTepoTonust ceporo BelIECTBA — 3TO IMOPOK Pa3BUTHUS KOPBI, MNPU KOTOPOM
KOPKOBBIE KJIETKH (CepOe BEIIECTBO) HAXOATCS B HEMOAXOAIIUX MECTaX B MO3TE
M3-32 HApYILIEHUS X MUTPAlWH B MPABWIBHOE MECTO B KOPE TOJOBHOIO MO3ra.
['eTepoTomnusi ceporo BEIIECTBa MOXKET ObITh OJTHOCTOPOHHEN WJIU JBYCTOPOHHEH,
SIMHUYHOM WJIM MHOXKECTBEHHOH, OTAEJIbHOM WM cMexHoil. Hauboiee
pacripocTpaHeHHOM (opMoOl  SIBISE€TCS JABYCTOPOHHSISI TEPUBEHTPUKYJIISIPHAS
y3€JIKOBast reTepoTonus (T€TEpPOTOIHS CEPOro BEIIEeCTBA, BEICTUIIAIONIETO OOKOBBIC
XKenyaouku). ['erepoTomusi ceporo BEHIECTBA MOXKET TakKe BO3HUKATh B
MOAKOPKOBOM ~ OefloM  BemlecTBe  (MOJKOPKOBAasi  y3€JIKOBasi T'€TEPOTOIHUS).
I'eTepoTonusi ceporo BEIIECTBA MOXKET COYETAThCS C APYTMMHU CTPYKTYPHBIMU
anomanusMu. OJHOCTOPOHHSISI TEPUBEHTPUKYJISIPHAST Y3€JIKOBasi TeTepOTOMNUS
MOKET COYETaThCsi C MOAKOPKOBOM  Y3€JIKOBOM  IE€TEpOTONUEN U C
MOJMMUKpPOTUpHUEn. [IByCTOpPOHHSS TEPUBEHTPUKYJIISIPHAS Y3€IKOBasA T€TEPOTOMHS
MOJKET COUYETAThCs C TUMOIUIA3UEN YEPBA MO3KE€UKA U TUIIOIIA3Ue MO30JIUCTOrO

TCJA. CKJ’Iep03 TUIIIIOKaMIIda MOJKCT COITYTCTBOBATb I'CTCPOTOIINH.

Knunuxa



KimHnueckass kapTMHa TETEpOTONIMH CEpPOr0 BEUIECTBA 3aBUCUT OT CTEIECHHU
ManbpopMalum, a TaKXKe OT TOT0, ABIAETCSA JIM Manb(popMmalus OJHOCTOPOHHEN
WM JBYCTOPOHHEW WM CBsI3aHA C APYTMMH IOPOKAaMM Pa3BUTHS MO3ra WA
BPOKJICHHBIMU IIOPOKAMM Pa3BUTUSA B JIPYIMX 4YacTaX Teiaa. MOryT BO3HHMKATh
HapyLIEHUs Pa3BUTHS, KOTHUTUBHBIE U IBUTATEIbHbIE HAPYIIEHUSI, KOTOpbIE OoJiee
BBIPQXXEHBI Y JIIO/ICH C IBYCTOPOHHEN WJIM OOUIMPHOM reTepOTONHUeN Uiu APYyTUMHU
aHomanusMu Mo3sra. [Ipuctynsl BeTpeuaroTcst yacto u Habmomarores B 80—-90 %
ciaydaeB. B ciaydasx ABYCTOpPOHHEMW NEPUBEHTPUKYISAPHOM Y3JIOBOM T'€TEPOTONUU

npeo0IaaatoT )KEHILUHBI.
Ilpucmynoi

OOb1yHO HaOIIOAAOTCS (POKAIBHBIE MPUCTYIBI C NMPU3HAKAMU, OTHOCSIIUMUCA K
MECTOIOJIOKEHUIO TeTepoTonui. OHU MOTYT OBITh YaCTHIMHU U HE pearupoBaTh Ha
nexkapctBa. Eciau y HHMX HET JBHMrareibHbBIX MPU3HAKOB, UX OyAET TPYAHO

OOHApYKUTh y MIIAJICHIIEB.

MoryT BO3HUKHYTH (DOKaJbHBIE MPHUCTYIMHI C MOCIEAYIOUUMHU JIBYCTOPOHHUE
TOHUKO-KJIOHHYECKUMHU TPUCTYIIAMH, OHH MOTYT HUMETh (hOKaJbHBIC MPU3HAKH,
CBSI3aHHBIE C PACIIOJIOKEHUEM T'€TEPOTONMHH CEPOro BEIECTBA, €CIU ITO HUCKATh

TIIATCJIBHO.

MOFYT BO3HUKHYTb SMUIICIITUYCCKHUEC CIIa3MBblI, KOTOPbIC MOT'YT OBITh
NpCACTAaBJICHHBIM THUIIOM IIPUCTYIId, OHU MOI'YT HMCTb CI)OKaJIBHBIe IIPHU3HAKH,

CBA3aHHBIC C PACIIOJIOKCHUCM I'CTCPOTOIINH.

Moxet BO3HUKHYTH SIUICITUICCKUMN CTaryc, BKJIIO4as @OK&HBHLII\(JI

SMWICNTUYECKUN CTATYC.

Ocmopoorcno! Y MallMeHTOB ¢ reTepOTONUEN, Y KOTOPBIX MPUCTYIIBI HAUMHAIOTCS B
Oosiee paHHEM BO3pacTe, CO BPEMEHEM MOXKET HM3MEHUTHCA THUI MPUCTYIIOB, C
NOSIBJIEHUEM  AOWIENTHUYECKUX  CIIa3MOB WM  TE€HEPAIUM30BAaHHBIX  THIIOB
NPUCTYNOB, TaKUX KaK aTUMUYHbIE a0CAHChl, ATOHUYECKHE U TOHHYECKHE

npucTynbl. B 3Toil rpymme wyamie BCTpEYarOTCsl HapyUIEHUS pPa3BUTHUS U



KOTHUTUBHbIE HapylieHus. Eciu HaOMomaroTCs 3TH THUIBI MPUCTYNOB U €ClU
KOHTPOJIb HaJ TMPUCTyNaMu HE JOCTUTaeTCsl C MOMOIIBIO JIEKAPCTB, MOKHO
pPaccCMOTpPETh XHUPYPTrHYECKOE JICUCHUE SIUJICTICUU, €CIU JIOKAIM30BaHa 00J1acThb

reTePOTONHHU
I'enemuxa
Xapaxmep Hacnedosarnus

e Cnopanuueckas/de novo (mpruoOpeTeHHasi TeHHas: aHOMAaJTus).

L HaCJ'ICI[OBaHI/Ie MOXKET OBIThH AYTOCOMHO-PCUCCCUBHBIM WJIN CHCIUJICHHBIM C

X-XpOMOCOMOH.
H36ecmuvie cenvl

e FLNA — cBs3aH Cc JBYCTOPOHHEH TMEPUBEHTPUKYJSAPHON Y3EIKOBOM
reTepoTONHE, 3Ta TeHHas aHoManus BcTpedaerca y 80% ceMeiHOU
IIEPUBEHTPUKYJSIPHOM y3€JIKOBOW rereporonnd Uy 20% mnamueHToB €O
CHiopainyecKoi/de novo NMEepUBEHTPUKYJISIPHOM Y3EJIKOBOM I'€TepOTONUEH.
Anomamuu reHa FLNA wMoryr ObITh CBsi3aHbl C  3a00J€BaHUAMH
COCUHUTENBHON TKaHU M COCYJUCTBIMU AHOMAJMSIMHU, TAKUMHU Kak

pacIipeHne KOPHS aOpPTHI.
o ARFGEF2 — B 3tux cnyuasx HabmomaeTcs MuUKpotedams.

Xpomocomnvie anomanuu. C TIEPUBECHTPUKYJSPHOW Y3EIKOBOM T'E€TEPOTOINHUECH
CBS3aH P XPOMOCOMHBIX JAENelHid, BKItouas aeneuun 6927, 7q11.23, 5pl5.1 n

4p15s.
Cemetinviu anamnes. MOXeT TPUCYTCTBOBATD.
[MoaumMukporupus

[TomuMuKporupuss — 93TO PACHPOCTPAHEHHBIM TMOPOK PA3BUTHS KOPbBI, MpU
KOTOPOM  HaOJIIOaeTCsl  aHOMAaJIbHOE  HACJIOCHHE, 4Ype3MepHas rupauus

(CKJIaI[LIaTOCTL) " CIIMAHHUC U3BHUJIIMH B KOPC I'OJIOBHOI'O MO3ra. HOJII/IMI/IKPOFI/IpI/IH



MOXET OBbITh JBYCTOPOHHEH WJH, pexe, OAHOCTOpoHHeW. Yamie Bcero oHa
BCTpeyaeTcsi B mnepucuibBueBoil kope (80%) U MOXKET NPUBOAUTH K TOMY, YTO
CWIbBHEBAa 0OOpO3l1a HMEET aHOMAJIbHOE pACIIUPEHHEe U  OPHEHTALHUIO.
[ToMMMHUKPOTUPHUST MOMKET COYETATHCS C JPYTUMHU CTPYKTYPHBIMH AHOMAJIUSIMU,
BKJIFOUYAsi aHOMAJIUU OEJIoro BEIIeCTBa, MO30JIUCTOrO Teja, MO3KEUKa U 0a3aIbHbIX

TaHTJIUEB.
Knunuxa

Kimandeckast kapTiHa MOJTMMHUKPOTUPUN 3aBUCUT OT CTEIIEHH MTOPOKA Pa3BUTHS U
OT TOrO, SIBJIAETCS JIM MOPOK OJHOCTOPOHHUM WM JIBYCTOPOHHMM. OHa Takke
3aBUCUT OT HAIMYMS APYTUX CTPYKTYPHBIX aHOMaIWM Mo3ra. MOryT BO3HUKATh
HapylIeHUs1  Pa3BUTHUS, KOTHUTHUBHBIE W JIBUTATEIIbHbIE  HAPYLICHUA.
OOHOCTOPOHHSISI TIOMMMUKPOTUPUS MOXKET OBITh CBsI3aHA C TEMHUIIAPE30M Ha
IPOTUBOIIOJNOXKHON cTOopoHe. Hapymenuss Oonee 3HAYUTENBHBI y JIMIl C
JBYCTOPOHHEH WM oOmupHOM monuMmukporupueid. Hauamo mnpucTtynos
MPOUCXOJIUT B T€UEHHUE NIepBoro rojaa y ~ 50% u B Teuenue nepsoix 5 nety ~ 70%,

HO MPUCTYIBI MOTYT HE HAYMHATHCS O BTOPOTO ECATUIICTUS KU3HH.
Ilpuyunst noarumuxkpozupuu:
e ['eHHbie anomanuu, Hanipumep, WDR62 u PIK3R2

e BHyTpuyTpoOHOE MOBpeXxACHHE Mo3ra, npuMepHo nocie 20 Hexaenb
OepeMeHHOCTH, Hampumep, uHpekuus, Takas kak [[MB, wnu runoxcus-

WILIEMHUS
e Mertabonuueckas 3THOJIOTUS, HAIPUMED, IEPOKCUCOMANIbHBIE PACCTPOIicTBa
J{BYCTOPOHHUI NNEPUCUHIbBUEBbIA CHHAPOM

JIByCTOpPOHHSSI ITEPUCHIIBBUEBAS MOJMMHUKPOTUPHUSI MOKET BBI3BIBATH JHULEBYIO U
OPOMOTOPHYIO TUCHYHKIMIO, YTO MPUBOAMUT K 3aTPYAHCHUIO IBW)KCHUS SI3bIKA,
JMUA U TI0TKU. ITaliMeHThl UCHIBITBIBAIOT TPYAHOCTH C KOPMIIEHUEM, TJIOTAHUEM U

PEYbIO. Peur mokeT OBITH orpaHn4dcHa, MW IMaOUCHTaM MOI'YT HOTpe6OBaTBC$I



BCIIOMOTaTeNIbHblE CcpeicTBa 0OweHus. Pe3koe mnojepruBaHue YEIIOCTH, a
PBOTHBI peQuIeKC MOXET OTCYTCTBOBaTh. JIBUraTenbHblE HApYyLICHUS B
KOHEYHOCTSIX MOTYT OBbITh JerKUMH. KOTHUTHBHBIE HapylIeHHs MOTYT OBITh

JIETKUMU UJIH YMEPEHHBIMH.
Cunapom Aiikapau

['eneTnyeckuit CUHIOPOM, KOTOpBIﬁ MPOABIEICTCA Y KCHINHUH U ITPCAITIOJIOKHUTCIIBHO

CLEIUIEH ¢ X-XPOMOCOMOM:

e Ilopok pa3BuTHSA KOpPBI, Yalle BCEro IOJUMHUKPOTUPHUS, U TETEPOTONUS
CEporo  BENIECTBAa, KOTOpask MOXET ObITb OJHOCTOPOHHUM WM

JIBYCTOPOHHUM
e AreHe3us/TUCTeHe3Us MO30JIUCTOTO Tela
e KuCThI COCYAUCTOrO CILIETEHUS C PUCKOM MalUILIOMbI

e AHOManMs CeTYaTKW/TJIa3 — MOTYT OBbITh XOPHOPETHUHAJbHBIC JIAKyHBI,
MUKpOOpTaNbMHsl, KOJIOOOMa — €ClIM TOpPOK  Pa3BUTHS  KOPbI
OIHOCTOPOHHHUHM,  pe3yibTaTbl  MCCIEAOBAaHUSA  TIJla3  MOTYT  OBITh

O,Z[HOCTOpOHHI/IMI/I/ HIICHUJIaTCpAaJIbHBIMU

e AHOManIus CKejeTa — 3aTparnBacT IMO3BOHOYHHUK H pe6pa, 4TO MOXKET

IIPHUBCCTH K CKOJIHUO3Y

e UepTsl 1u1a, KOTOPBHIE MOTYT BKIJIIOUATh KOPOTKUMN KEITOOOK, MITOCKUI HOC C

B3JICPHYTHIM KOHUMKOM, OOJIbIIKE YIIIU U pelIKue OpOBU
Ilpucmynwv

doxkaJIbHbIC IMPHUCTYIIbL OOBIYHO SIBJISTFOTCSA HAYaJIbHBIM THUIIOM INPpUCTYIIOB C
IMIpU3HAKaMH, CBA3AHHBIMU C HOKaJII/IBaLIHefI MMOJIMMUKPOTHPHHU. Ecmn Y HHUX HCT

JIBUTATEJIbHBIX IPU3HAKOB, UX OyAET TPYAHO OOHAPYKUTH Y MJIa/ICHIIEB.

MoryT BO3HMKaTh (pOKaJIbHBIE MNPUCTYIBI C MOCIEAYIOIMMHU JIBYCTOPOHHUMHU

TOHUKO-KIIOHMYCCKUMU IIPHUCTYIIaMHU, OHU MOTI'YT HMCTb CI)OKaHBHBIe IIPHU3HAKMH,



CBA3aHHBIC C HOK&HHB&HHGﬁ IMOJIMMHUKPOTrMpHH, €CIIN OTa I/IH(I)OpMaIII/I}I TINATCJIIbHO

HIIETCS.

ONUICNTUYCCKUE CIa3Mbl BCTPCUAIOTCA PCAKO, OHU MOI'YT HMCTH q)OKaJIBHBIC

IIPHU3HAKH, CBA3aHHBIC C norcanmauneﬁ IMOJIMMUKPOTHPHU.

MoskeT  BO3HHMKHYTh  OJNHUJIENTHYECKUHA  CTAaTyC, BKIOYas  (DOKambHBIN

SOUJICITHYCCKUMN craryc.

Ocmopooicno! Y TNallMEHTOB C TOJUMHUKPOTHUPHUEN, Y KOTOPBIX MPHUCTYIIBI
HAYMHAIOTCA B 0Oo0Jiee paHHEM BO3pacTe, CO BPEMEHEM MOXET U3MEHHUTHCS THII
MPUCTYINIOB, MOSIBATCS SMWJICNITUYECKAE CIAa3Mbl WIM TE€HEPATU30BAHHBIE THIIbI
NPUCTYIOB, TAaKWE KaK AaTUIUYHble aOCAHChl, ATOHUYECKHE U TOHUYECKUE
OpuUCTynbl. B 3TOM rpymnme yamie BCTPEYaroTCs HApyLIEHUs pa3BUTHA U
KOTHUTUBHbIE HapylieHus. Eciu HaOMomaroTCs 3TU THUIBI MPUCTYNOB U €CIU
KOHTPOJIb HaJ MPUCTyllaMUd HE JOCTUIAETCS C MOMOILNBIO JIEKAPCTB, MOXHO
pPaccMOTPETh XUPYPTUUYECKOE JICUCHHE SIMUJICTICHH, €CIH JIOKaJn30BaHa 00JacTb

MOJUMUKPOTUPHUH.
['enemuka

Tun  wHacneoosanusi.  CyleCTBYyeT  MHOXECTBO  TI'E€HETHYECKUX  MPUYHH
MOJIMMUKPOTUPHH, OOJBITUHCTBO U3 KOTOPHIX BO3HHKAIOT de novo. B cemelHbix
ciyyasix ObUIM 3aperuCTpUpOBAaHbl BCE THUIBI HACIEIOBAHUS, OJIHAKO HauOoliee
pPacpOCTPAHEHHBIM SIBIIIETCS TUIl HACIEAOBAHUS, CUCIUICHHBIA C X-XpOMOCOMOM.
[TomuMUKpOTUpHsT TaKKe MOXKET OBITh MPUOOPETEHAa B PE3yJIbTaTe MOBPEKICHUS

pasBuBarolierocst Mmosra (Hamnpumep, ungexunu [IMB, runokcun-uiemun).

Hzeecmnvie cenmvr. I'enbl  TyOymuua - PIK3R2  (accomuupoBaHHBIM €

Mmakporedanueit), WDR62 (accommmpoBaHHBIN ¢ MUKpOIIE(aTrei)
Xpomocomuwvle anomanuu
Cunapom nenenuu 1p36

Cunnpowmsl aeneunn 22q11.2 (Bkmrouas cuaapom duJlxopmaxn)



Cemetinbiu anamnes. MoxeT NpUCYyTCTBOBATH
I'emumeramHuedanus

['emumeramHIedanvss — 3TO MOPOK PA3BUTHS KOPBI, MPU KOTOPOM HMMEETCS
HEHOPMAJIBHO OOJIBIIIOE U HETIPABUIIBHO COPMHUPOBAHHOE TMOITyIIAPHE TOJTOBHOTO
MO3ra C aHOMaJbHBIM (hOpMHpPOBAaHMEM KOpBHI, 00BEMOM O€loro BellecTBa U
Mopdoorueii xemyao4koB. [Ipyroe nomymaprue oObIYHO HOPMAIBLHOE, HO MOXKET
OBITh MEHBIIIE 10 pa3Mepy. [ emumeramHueanus MOXKET COUETaThCs C APYTUMHU
CTPYKTYpHBIMH  aHOMAJIUSIMH, BKJIIOYas  YBEIUYCHHE  HIICHIATEPaIbHOTO
MOJTyIIapHsi MOKEUKA M CTBOJIA MO3Ta, TOJTUMHUKPOTUPUIO U TETEPOTOIHUIO CEPOTO
BemjectBa. OHa MOXXET BO3HUKATh MpPU TYOEpO3HOM CKIEPO3€, CHHIPOME
JMHENHOTO HeByca calibHbIX kene3 (y 50% wnabmomaercs reMuMerandHiedanus),
runoMenanoze Mrto, uelpopubpomaTtoze, cunapome Ilpores u cuHzpoMme

Knunnens-Tpenone-Bebepa.
Kaunuka

KnuHauueckoe mposiBieHre reMuMeraidHiiedaind 00bIYHO MPOSBISAETCS paHHUMU
TPYJHOU3NECYUMBIMA  (POKANIBHBIMU MPUCTYyNMamMu U remuruieruel. Hauano
IPUCTYHOB OOBIYHO MPUXOJUTCS Ha MEPBBIA IOl KU3HU, YACTO B HEOHATAJIbHBIN
nepuoa. HapymeHus pa3BuTHs, KOTHUTHBHBIE W JIBUTATEJIbHbIE HAPYUICHUS

BCTPCHAKOTCA 4aCTO U B OOJBIIMHCTBE CJIy4acB 3HAYHUTCIIbHBI.

Buumanue! vicxonpl pa3BUTHS U KOTHUTHBHBIC HApYIICHUS MOTYT OBITh XYyX€ y
JeTeW ¢ HEKOHTPOJIUPYEMBIMU IPUCTYNIAMHU B PaHHEM BO3pacTe, OCOOEHHO €CiH
HOSIBJISIFOTCS SMWICNITUYECKHUE CIa3Mbl WM T€HEPAJIU30BaHHBIE TUIIBI IIPUCTYIIOB,
NIO3TOMY Ba)KE€H MPOAKTUBHBIA KOHTPOJb MPUCTYNOB, KOTOPBIM MOKET BKJIIOYATh
XUPYPrAYECKOE BMEIIATEIbCTBO IPU  DIWIENCUM, €CIM INPUCTYIBl  HE

KOHTPOJIMPYIOTCS MEAUKAMEHTO3HO.
Ilpucmynw

Ouarosnie IMPHUCTYIIbL OOBIYHO SIBJISIFOTCS HAYaJbHBIM THUIIOM MMpUCTYy1oB C

IMPpU3HaAKaMH, OTHOCAIINUMUCA K FGMHMGF&HC—)HHC(I)&HI/I‘IGCKOMY IMOJIyIIapHro. Ecau



OHM HE HMMEIOT JABUTATENIbHbIX MPU3HAKOB, UX OyAEeT TPYyAHO OOHAPYXHUTH Y

MJIAJICHIIEB

MoryT BO3HUKHYTh (DOKAJIbHbIE MPUCTYIBI C MOCIEAYIOIMMU JIBYCTOPOHHUMU
TOHUKO-KJIOHUYECKUMHU MPHUCTYNIaMH, OHU MOTYT HUMETh (DOKAIbHbBIE MPU3HAKH,
OTHOCSIIMECS K TeMUMeTaldHIe(daTnyecKoMy MOIyIapuio, €CI 3Ta nHpopManus

TIIATCIJIIbHO MIICTCA.

Habmronarotes snunentuyeckue crna3Mbl, OHM MOTYT UMETh (POKAJIbHBIE MPU3HAKH,

OTHOCAIIHNCCA K FGMHMCF&HBHHC(I)&HI/I‘{CCKOMY IMOJIymrapuro

Moxet BO3HUKHYTH SIUICITUICCKUMN CTaryc, BKJIrO4asa @OK&HBHBIﬁ

SOUJICITHYCCKUM craryc.

Ocmoposcno! Y TalMeHToB ¢ TeMuMeraiHiedaineil co BPEMEHEM MOKET
U3MEHUTBCS THUII NPUCTYNIOB C IOSBJEHUEM SMHICNTUYECKUX CIa3MOB WIIU
TEHEPAIIM30BAHHBIX THUIIOB MPUCTYIOB, TAaKMX KaK AaTUIM4YHblE aOCaHCHBIE
ATOHMYECKHE W TOHHWYECKHE MPUCTYNbl. B 3TOil rpymme yaime BCTpPEeYaroTCs
HapyLIeHNs pa3BUTHS U KOTHUTHBHBIC HapylleHus . Ecinu HaOmonaTest 3T TUIIBI
IIPUCTYIIOB, Ba)KHO JTOCTHUYb IIOJIHOIO KOHTPOJISI HAJ IPUCTYIIAMM, €CIIA 3TO HE
JOCTHIaeTCsd C IIOMOIIBIO JIEKAPCTB, CIEAYET PACCMOTPETh XUPYPrHUECKOE

BMENIATEJIBCTBO MPHU SMUJIETICUU
['enemuka

Xapaxkmep wnacnedosanusi. llpumoOpereHHas de novo comaThyeckas TeHHas

aHOMaJIuA.

Hszeecmuvie  cenvl. T'emumeramdHuedanvs CcBs3aHa C  NPUOOPETCHHBIMU
COMaTHYECKUMHU TE€HHBIMH aHOMAJHMSIMHU B Te€HAaX, YYacTBYIOUIMX B IMyTH
PI3K/AKT/mTOR, sBxmrouas PIK3CA, AKT3, TSCI, TSC2. DOtu reHHBIE
aHOMaJIMK ObLTH OOHApPYKEHBI HEMOCPEICTBEHHO B HEOOJBIIIOM MPOLEHTE KIETOK

MO3ra U3 aHOMAJIbHOTO ITOJyIIapus.



Cemetinbii anamnes. MOXeT NPUCYTCTBOBATb.
HIu33Huedanus

u3sHuedanuss — 3T0 peaKuil MOPOK Pa3BUTHSL KOPBI, KOTOPBIM MPUBOJIUT K
pacuieNiMHe, BBICTVIAHHOM  IOJMMHKPOTMPHEHW, KOTOpas IPOCTHPAETCA  OT
ATMEHIUMBI JKETTYJOUKOB 10 MSTKOH MO3rOBOM 0005104KH. BOTBIIMHCTBO paciienuH
HaxXoAsATCsl B 3aJHEd JIOOHOW WM TEMEHHOM 00JacTH, HO MOTYT BCTpPEYaThCs
BHCOYHBIC WJIM 3aTbUIOYHBIE. Takke MOryT NIPUCYTCTBOBATH TIMIIOIUIA3HUSA
3pUTENBHBIX HEPBOB M aHOMAJMs CpeAHEW JIMHUM Mo3ra (areHe3us Mpo3payHou

HEPETOPOJIKH) («CENTOONTHYECKAs TUCILIA3HUs TUTIOCY ).
Ipuuunor
e Anomanuu reHos, Hanpumep, COL4A 1

e BuayTtpuyTpoOHOE TMOBpEeXIeHHE Mo3ra mnpumepHo uepe3 20 Henemb
OepeMeHHOCTH, Hampumep, uHbekmnus, Takas kak [[MB, umu runoxcus-

UIIEMUSA
Knunuxa

Knunnueckass kapTuHa MM33HIEPAINN 3aBUCUT OT TOTO, SIBISETCS JU IMOPOK
OJIHOCTOPOHHUM WJIM JIBYyCTOPOHHHUM, a TaKXK€ OTKPBITBIM WJIH 3aKPBITHIM.
Hapymienns  pa3BUTHs,  KOTHUTMBHBIE WM JBUTATEIbHBIE  HApYILUEHUS
pacnpocTpaHeHbl U Oojiee  3HAUMUTEIbHBI Yy JIIOJEH C  JABYCTOPOHHEM
mm3dHIeganueit. [Ipu onHocTOpoHHEH mK33HLIE(ATUN HapyIIEHUS MOTYT OBIThH
OTpaHMYEHbl TEMUIIAPE30M WM y 4YeJIOBEKa MOXKET OBITh TOJBKO SIUJIETICHUS.
Hayano npuctynoB OOBIYHO MPUXOAMTCS Ha MEpBbIE JBa rojaa >KU3HU, Ooiee
paHHMII  BO3pacT  Hauajga MNPUCTYNOB  HaOmogaeTcs y  JroAed ¢
JIBYCTOPOHHEN/OTKPBITON paclIeIMHON I'yObl. MOKET BO3HUKHYTh THJIpoliedanus,

KOTOpas 4Jaile HaOIroAaeTcs IpU OTKPBITOM paciieanHe ryOsbl.

Ocmopodwcno! NCXoapl pa3BUTHS U KOTHUTHBHBIE HAPYILIEHUSI MOTYT OBITh XyXeE y

JIeTell C HEKOHTPOJIMPYEMBIMH MPUCTYIIAMH B PAaHHEM BO3pacTe, OCOOCHHO €CIH



NOSIBJISIIOTCS SMUJICITUYECKHUE CHa3Mbl WM T€HEpPaJIU30BaHHbBIE TUIIBI MPUCTYIIOB,
MO3TOMY Ba)X€H MPOAKTUBHBIM KOHTPOJb MPUCTYIOB, 3TO MOXKET BKIIIOYAThH
XUPYPTrUYECKOE€ BMEMIATENBCTBO MPHU  SMWICNCUU, €CIAUM OPUCTYNbl  HE

KOHTPOJIMUPYIOTCS C IOMOUIBIO JIEKAPCTB.
Ilpucmynoi

OuaroBbie IMPUCTYIIbI OOBIYHO SBJISIIOTCS HAYaJbHBIM THUIIOM IpUCTymmoB ¢
INpHU3HAKaMH, CBSA3aHHBIMHU C PACIIOJOXCHHUCM IICIIM. Ecan oHuM He wuMeEIT

JIBUTATEJIbHBIX IPU3HAKOB, UX OYAET TPYAHO OOHAPYKUTH Y MJIa/ICHIICB.

MoryT BO3HMKHYThH (DOKAJIbHBIE MPUCTYIHI C MOCIEAYIOIMMU JIBYCTOPOHHUMU
TOHUKO-KJIOHMYECKUE MPUCTYNaMH, OHM MOTYT HMEThb (OKajbHble MPHU3HAKH,
CBSA3aHHBIE C IIU3dHIE(DATNUECKON paclIeNnHOM, ecau 3Ta uHbopMaus

TIIATCJIIbHO UIICTCA.

Habmonarotes snuienTuyeckue cra3mbl, KOTOpbIE MOTYT OBbITh NPEACTAaBIECHHBIM
TUTIOM TPUCTYNIOB, OHU MOTYT HUMETh (POKAJIbHBIE NPU3HAKH, CBSI3aHHBIE C

PaCIIOJIOKCHUCM mmaﬂue(bam/mecxoﬁ PacCIICIINHBI.

Moxet BO3HUKHYTH SIUICITUICCKUMN CTarTyc, BKJIIO4as @OK&HLHLII\/JI

AIUICITUYCCKUMN craryc.

Ocmopoxcno! Y mnanmueHTOoB ¢ mu3dHIEhaNned, y KOTOPBIX TPHUCTYIIBI
HAUYMHAIOTCA B 0Oo0Jiee paHHEM BO3pacTe, CO BPEMEHEM MOXET M3MEHUTHCSA THII
IPUCTYIIOB, TOSBATCS SHIJICNTHYECKUE CHa3Mbl WM TE€HEPaIM30BAHHBIC THUIIBI
NPUCTYNOB, TaKWEe KaK AaTUMH4YHble aOCaHChl, ATOHWYECKHE U TOHHYECKHE
OpucTylibl. B 93Toif Tpymme uyamie BCTPEYaloTCs HapyUICHUsS pa3BUTUS U
KOTHUTHBHBIE HapylleHd. Eciau HaOmoJaroTcss 3TH TUIBI MPUCTYNIOB M €CIIH
KOHTPOJIb HaJ MPHUCTyNaMH HE JOCTUTaeTCs C IOMOIIBIO JIEKAPCTB, MOXHO
paccMOTpeTh XUPYPruuecKkoe JIeUCHHE OSMHIIETICHU, €CNIM HIM3dHLedannyecKas

meJib OAHOCTOPOHHSAA.

[enemuxa



Xapaxkmep nacneoosanus. Ilpnodbperennas de novo rernHas anomanus. CeMelHoe
HACJIEJOBaHHE — ayTOCOMHO-IOMUHAHTHOE HAClIeZJOBAaHUE pPACIO3HACTCS JUIA

natoreHHbix BapuantoB COL4A1

prweanue: H.IHBSHLIC(I)&J'H/I?I MOXKCT HC ICPCAaBaTLCSA 11O HACIICACTBY, TdK KaK
OHAa MOYKET OBITH BEI3BaHA HpI/IO6pCTCHHBIMI/I MOBPCKIACHUAMHA PA3BUBAIOIICTOCS

Mo3ra (MH(EKIHSI, TUTTOKCUS-UIIIEMUS )

Hszeecmuvie  cenvi. COL4Al  (MOoXeT BbI3BIBATH MOp3HLEDATHIO  WUIH

IU33HIIE D ATTHIO)
Cemeunviu anammues. bbli ONUCaHbI PEAKUE CEMENHBIE CITyUaHu.
I'amaproma runorajamyca

['mmoramaMuueckue ramMmapTomMbl — PpPCAKHC IIOPOKH Ppa3BHUTHUA MO3ra IJIOJA4,
BJIMAIOIIME HAa Pa3BUTUC TUIIOTAJIaMyCa, U OTHOCATCA K CIICKTPY FeTepOTOHI/Iﬁ
CCporo BCIICCTBA. ITaTonornuecku IMOpAKCHU S IIOKAa3bIBAKOT 3pCIIbIC

HEUpOHAJIbHBIC U ITUAJIbHBIE KJIETKHW U HEKOTOPhIE MUEITMHU3UPOBAHHBIE BOJIOKHA.
Knunuxa

['unoranamMmuyeckue TraMapTOMbl CBSI3aHBI C  PA3IUYHBIMU  KIMHUYECKUMU
TIPOSIBJIICHUSIMU B 3aBUCHMOCTH OT MECTa MPUKPEIUICHUS TaMapTOMBI. [ aMapTOMBI,
KOTOpbIE TPUKPETUICHBI C3a/IU B 00JIACTH COCLIEBUIHBIX TEJI, BEI3BIBAIOT MPUCTYIIHI.
["amapTOMBI, TIPUKPEIUICHHBIC CHEpenn B 0O0JacTH ceporo Oyrpa, BBI3BIBAIOT
[EHTPAJIbHOE MPEXKIECBPEMEHHOE TIOJIOBOE  cOo3peBaHue. boiee  KpymHbIe
MOPAKEHUA C MEPETHUM U 33JHUM MPUKPEIVICHUEM BBI3BIBAIOT KaK MPUCTYIIBI, TaK
U IEHTpaJbHOE MPEKIECBPEMEHHOE TIOJOBOE CoO3peBaHMe. | MmoTamaMuyeckas
ramMmapToMa BCTpedaeTrcs y 00OuX MoJoB, ¢ npeobsamanueM myxxduH (1,3M:F).
Hagano nmpucTtynoB oOBIYHO TMPUXOIUTCS HA BO3pacT a0 | roja, Kak MpaBHIIo, C
OYaroBbIMM SMOIMOHAJIBHBIMH  TPUCTyIAMH CO CMEXOM  (TeIacTUYECKUC

l'IpI/ICTyrII)I), KOTOPBIC IIPUCYTCTBYKOT C POXKICHHA, HO YaCTO PACIIO3HANOTCS



PETPOCIEKTUBHO TIOCHE TOSBICHUS APYrMX THUIIOB MpHUCTynoB. Hapymenus
pa3BuTHsT W 00yueHusi (pa3HON CTENEHU TSKECTH) U ICUXUATPUUECKHE

pacctpoiicTBa HaOmogat0TCs y 80%.

Ocmopodwcrno! ucxoapl pa3BUTHS U KOTHUTUBHBIE CIIOCOOHOCTH MOTYT OBITh XYyXKe
y AeTell ¢ HEKOHTPOJIUPYEMBIMHU MIPUCTYTIaMU B paHHEM BO3pacTe, 0COOEHHO eciu
HOSIBJIIFOTCS MUJIENTHYECKHUE CTa3Mbl WM T€HEPaATM30BaHHBIE TUIIBI MPUCTYTIOB,
MO3TOMY Ba)X€H MPOAKTUBHBIM KOHTPOJIb MPHUCTYIOB, 3TO MOXET BKJIIOYATh
XUPYPTUYECKOE BMEMIATENbCTBO MPU  OMWICNICHH, €CIH HPUCTYIBl  HE

KOHTPOJIUPYIOTCSI C TOMOUIBIO JIEKapCTB.
Ipuuunw

e Crnopaamueckue (95%)

e Cunapowm [Tammuctepa-Xomra (5%)
Cunopom llannrucmepa-Xonna

DOTOT CHHIPOM BKJIOYACT TMOJUJAKTWINIO, PAa3JBOCHHBIA  HAJTOPTAHHUK,
JTUCIIIACTHYECKUE HOTTH, Henep)OpPUpOBAHHBIA aHyC, AHOMAJIWM TOYEK W
rurnoTagaMuyeckyto ramapromy. OH CBs3aH ¢ maToreHHsIM BapuantoM B GLI3 (Ha

xpoMocome 7pl3).
Ilpucmynwi

doxkanbHbIE SMOIMOHAIBHBIE TPUCTYIIBI CO CMEXOM (TeTacTUYECKUE MPUCTYIIBI)
OOBIUHO SIBJISIFOTCS] HAYJIbHBIM TUIIOM IPUCTYTOB, BOSHUKAIOIIMM Y >95% nroaei.
[Tpuctynsl 00b194HO KOpOTKHE (5-20 cexyHn), yacTble (HECKOIBKO pa3 B J€Hb, JAXKE
HECKOJIBKO pa3 B yac) U MOT'YT ObITh €Ba 3aMeTHbIMU. Korna onu npoucxoasrt 0e3
HapylleHUs: Co3HaHMsl ((OKaJIbHBI SMOLMOHAIBHBIN MPUCTYI CO CMEXoM 0e3
HapYyIICHUS CO3HAHMS), OHM YacTO HE PACIIO3HAIOTCA KaK MPHUCTYIBI y MJIa/ICHIICB
U MaJICHbKUX JETEH, MOoKa He MOSBATCA ApPYrue TUlbl NpucTynoB. DOKaibHbIE
NPUCTYTBl C HAPYIIEHWEM CO3HAHMS paclpocTpaHeHbl, HabmogatoTcs y 50-60%

Jrofied, MpUYeM HapyLICHUIO CO3HAHMSI OOBIUHO MPEAIIECTBYET pa3za cMexa.



MoryT BO3HUKHYTh (DOKAJIbHBIE MPUCTYIHI C MOCIEAYIOIMMU JIBYCTOPOHHUMU

TOHHUKO-KIIOHMYCCKUMU ITPHUCTYIIaMU,

Moxet BO3HUKHYTH AIUICITUICCKUMN CTaryc, BKJIIO4asa (I)OKaHLHblﬁ

SMWICHTUYECKUN CTaTYC.

Ocmopooicno! Y NalMEHTOB € TUIIOTAJIAMHYECKOM raMapTOMOHW CO BpEMEHEM
MOKET MU3MEHUTBCS TUIl IMPUCTYNOB, MOTYT HOSIBUTHCS SMUJIENITUYECKUE CIIA3MBbl
WIM TeHEepaJn30BaHHbIE THUMBl MPHUCTYNOB, TaKHe KaK aTUIUYHbIE aOCaHCHI,
aTOHWYECKHME W TOHMYECKHE NPUCTYNbl. B 3TOH rpymnme wyaiie BCTpeyaroTCs

HApYIICHUS Pa3BUTHS U KOTHUTUBHBIC HAPYIICHHUSI
I'enemuxa
Xapaxkmep Hacnedoganus
* 95% de novo nmpruoOpEeTEHHBIX COMATUIECKUX TEHHBIX aHOMAJTUH

e 5% ceMeiiHOe HacleqOBaHHE - AYTOCOMHO-AOMHHAHTHOE (CHUHAPOM

[Tannucrepa-Xomia)

H3zeecmuvie 2cenvi. Anomanus rena GLI3 otBercTBeHHa 3a cunapom [lamnucrepa-
Xomna; maroreHHbie Bapuanthl GLI3 oOnapyxkuBatorcss mnpumepHo B 20%

CHOPAIMYECKUX CITy4YaeB TMIOTATIAMUYECKON TraMapTOMBI.
Cemetinbiil anammes. MOXeT NPUCYTCTBOBATb.

1.8.2.2.2. COCYAUCTBIE MAJIb®OPMALIUN

MasnbhopMaruu cocyioB IOJOBHOTO MO3ra MpeaCTaBIIsA0T cO00i reTeporeHHyo
TPYNIy PacCTPOICTB, KOTOpbIE MOTYT OBITh CBSI3aHBI C Anuwiencuei. Baxubie
COCYAMCThIE Mab(pOpMaLK, KOTOPbIE HAOMIOJAIOTCS Y NALMEHTOB C MUJIEIICUEH,

MPEACTABICHBI B 3TOM pa3Jiee:
e AHruoma Mo3ra,

e Cunmpom Crepmxra-Bebepa



e AprepuoBeHO3Has Malb(opmanus

[IpucTymibl MOTYyT BO3HMKATh M3-3a JIOKAJIBHOTO CTPYKTYPHOTO IIOPAXKEHHUsI KOPBI,
TUIIOKCUM-UILIEMUHY, OTJIOKEHUsS TIEeMOCHIEPUHA H3-3a  PELUIUBUPYIOLIETO

MHKPOKPOBOU3IIMSIHUAS WU TJINO03A.
AHruomMa mMo3ra

AHrmoMBl MO3ra — 3TO COCYAUCTBIC AHOMAJIMM, COCTOAININC U3 CKOTJICHUH
AHOMAJIBHO PaCHINPCHHBIX KPOBCHOCHBIX COCYIOB. Onu MOT'YT OBITH OJAMHOYHBIMU
NN MHOXXCCTBCHHBIMHU U O6Hapy}KI/IBaI-OTCH B I'OJIOBHOM MO3Ic, CIIMHHOM MO3IC H,

pexe, B ApYrux o0JacTsX Tela, BKIKYasi KOXKY U CeTYaTKY.
OHu Taxke U3BECTHBI KaK:

® KaBEpHO3HAs aHTMOMa

® KaBEpHO3HAasl reMaHTHOMa

® KaBEpHO3HAsS BEHO3HAs Majb(hopmarius

Jlo 40% onuHOYHBIX 1iepeOpaibHbIX aHTMOM COYETAOTCS C JAPYTOM COCYIUCTOU
aHOMajMell, M3BECTHOM Kak BEHO3Has aHomanusi pa3BuTus. llepeOpanbHbie
aHTMOMBl  MOTYT IpPOAODKATh  (OPMHUPOBATBCA €  BO3pPacTOM, IOITOMY

3a00J1€BaEMOCTh M KOJIMYECTBO HA YETIOBEKA YBEITUIMBAIOTCS C BO3PACTOM.
Knunuxa

KnuHnueckass kapTuHa  LepeOpalibHBIX  aHTMOM — 3aBHCHT  OT  pa3Mepa,
MECTOIIOJIOKEHHUSI U BO3JICHCTBUS aHTHMOMBI, HO OOBIYHO SIBISIETCS PE3YJILTaTOM
KPOBOM3IUSHUSA WIA MHKPOKPOBOM3JIMSAHHS B HENOCPEACTBEHHON OJIM30CTH OT
aHTUOMBIL. OTO MPHUBOJUT K TMOSBICHUIO MPUCTYNOB, TOJOBHON Oonu u/min
HEBPOJIOTUYECKMX W  KOTHUTUBHBIX HapyweHuil. OObpyHO  3a0osieBaHME
nposiBisieTcs B Bo3pactHoil rpynne 20-40 ner. Puck kpoBoTeuenus cocrasiisier 1%

B I'OJ ITpH CEMEHHBIX ClIydadaXx U MCHBUIC ITPH CIIOPAIUYCCKUX CIIydasax.

Ilpucmynuoi



OuaroBbie IMPUCTYIIbI OOBIYHO SBIISIOTCS HAYaJIbHBIM THUIIOM MNpUCTyImoB, ¢

IMpu3HaKkaM, CBA3aHHBIMU C JIOKaJII/I?)aHI/Ieﬁ AHTHMOMBI MO3Tra

MoryT BO3HHMKHYTH (DOKaJIbHBIE MPUCTYIHI C MOCJIEAYIOIMMHU JIBYCTOPOHHUMHU
TOHUKO-KJIOHMYECKUMH MPUCTYNIaMH, OHU MOTYT HMMETh OYaroBble MPU3HAKH,
CBSI3aHHBIC C JIOKAJIM3AIME aHTMOMBI MO3ra, €Clid 3Ta WUH(OpMaIuUs THIATEIbHO

HALIETCS
['enemuxa
Xapaxkmep nacnedosanusi.

e B 80% cnydaeB - 6e3 ceMelHOro aHamHe3a, MO0 CIIy4aifHO, MO0 M3-3a
nproOpeTeHHoro de NoVo COMaTHYECKOTO TeHHOTO HAPYIICHUS.

e B 20% cmyuaeB - cemelHOE HACJIEIOBAaHHUE C ayTOCOMHO-JIOMHHAHTHBIM
HacJieoBaHHEeM (MHOXKECTBCHHBIC aHTHOMBI Yallle BCTPEUYAIOTCA IPH

CEMENHBIX CIydasx).
Hzeecmnwie cenvr. CCM1, CCM2 nu CCM3.
Cemetinviii anamne3. MOXeT NpUCYTCTBOBATh

CHUHAPOM CTIP/1KA-BEBEPA

Cungpom Crepmxa-Bebepa xapakTepusyeTcss aHruoMamu Jula, IJla3 U
JEeNTOMEHUHIeaabHol 00004ku. OH BbI3BaH NPUOOPETEHHONM COMAaTUYECKOU
TeHHOM aHoMalived, npuBojsmie K ycwieHuto ¢yHkuun rena GNAQ B

IMPOTrCHUTOPHBIX COCYAHUCTHIX KICTKAX.

Cunopom Cmeposca-Beoepa:

® BUHHOE IISITHO HAa JIMIIE, IPUCYTCTBYIOLIEE [IPU POKIAEHUH, IO X0y TJIa3HOU
BETBH TPOMHUYHOrO HepBa (MOXKET OTCYyTCTBOBaTh y 15% mnanueHTOB C

cuapomoM Crepxka-Bebepa);



® JIEITOMEHUHTEA]bHAsI aHTHMOMAa Ha TOW K€ CTOPOHE, YTO W BHUHHOE TISITHO,
NPEUMYIIECTBEHHO HaJ 3aThUIOYHOW M 3aJHEH TEeMEHHOW 0O0JacTsIMH,
BBI3BIBAOIIAS MIIEMHIO, aTPO(DHUI0 U KATBIIM(PUKAIUIO B MMOPAKEHHONW KOpe
(4TO TMPHUBOAUT K MPHUCTYNAM M PUCKY MPOTPECCUPYIOIIETO TeMHuIape3a C
MIPOTUBOIOJIOKHOW CTOPOHBI 1 TOMOHUMHOM T€MHAHOIICHH);

e rja3Has (XopoujanbHas, ckjiepanbHas) anruomMa (y 30% mnaueHToB),

BBI3BIBAIOIIAS TTIAYKOMY, TETEPOXPOMUIO PAAyKKU MK Oy(hTaabMm.

[Tpuctynsl Habmonarres y 75-90% naumeHToB, 0OBIYHO HAYMHAIOTCA B BO3PACTE
no 12 wmecsnes. [Tammentsr ¢ cuaapomom Crepmxa-Bebepa moaBep:keHbI PUCKY
WHCYJIbTa u3-3a HapyIICHHS BEHO3HOTO OTTOKa, BBI3BAHHOTO
JeNTOMEHUHTCATbHBIMA ~aHTUOMAaMH. PHUCK HMHCY/NbTa YBEIUYHBACTCS TIPH
JUTMTENBHBIX TPUCTYNaX WM SHWICHTHYECKOM craTyce. l3-3a MOBBIIICHHOTO
BEHO3HOT'O JaBJICHUS MOKET BO3HUKHYTH cooOmaromasics ruaporedanus. Yacto
BCTPEUAETCs TOJIOBHAs 00J1b. Y 15% MmanneHToB MOXKET BCTpEYaThCsi BAHHOE MSTHO

Ha HIDKHEH 4acTu Jimga ujimM € AByX CTOPOH

Ocmopoorcno! PaB3BUTHE W KOTHUTHBHBIE IIOKa3aTelu  XyXke y JEeTel cC
HEKOHTPOJIMPYEMBbIMU TPHUCTYIIaMHM B PaHHEM BO3pacTe, OCOOEHHO €cid
MOSIBJISIOTCS AMWICNITUYECKHE CIa3Mbl WM T€HEPATM30BAHHBIEC TUIIBI MIPUCTYIIOB,
IIO3TOMY Ba)X€H NPOAKTUBHBI KOHTPOJIb MPUCTYIOB, 3TO MOXKET BKIIOYATh
XUPYPrUYECKOe JICYCHUE OSMHUICTICUM, €CIM MPUCTYNbl HE KOHTPOJMPYIOTCA C

MTOMOILBIO JIEKAPCTB.
Ilpucmynui

OuaroBble MPUCTYIBI OOBIYHO SIBJISIIOTCA HanOoJiee pPaclpOCTPAHEHHBIM THIIOM
MPUCTYTIOB, WX OCOOCHHOCTHU CBSI3aHbI C JIOKAJTU3AIMEeH JIENTOMEHUHTeAIbHON
aHruoMbl. Ecnum y HUX HET JBUTaTelbHBIX MPU3HAKOB, HMX OyJIET TPYAHO

OOHAPYXUTh Y MJIaJICHIICB



MoryT BO3HMKaTh (OKajIbHbIE MNPUCTYIBI C MOCIEAYIOIIMMHU JIBYCTOPOHHUMU
TOHUKO-KJIOHUYECKUMHU TPUCTYNAMH, OHU MOTYT UMETh (DOKaJIbHbIE MPHU3HAKH,
OTHOCSIIIUECA K MECTOMOJIOKEHUIO JIENTOMEHUHT€AIbHOM AHTMOMBI, €CIU 3Ta

uH(popMaIus TIATEILHO UIIETCS

MOFYT Ha6JIIO,Z[aTI)CH OIMWICIITUYCCKHUEC CIIa3Mbl, OHU MOI'YT HMCTb (I)OKaJII)HBIe

IMPHU3HAKH, OTHOCAIINCCA K MCCTOIIOJIOKCHUIO JICITOMCHUHI €A IbHOM aHTMOMBI

Habmonaercss snuimenTHyeckuil craTyc, BKIo4Yas (POKAIbHBIN SMUICOTHYECKUNA

CTaTyC, U CBA3aH C MMOBLIIICHHBIM PHUCKOM HMHCYJIbTA

Ocmopoorcno! Y mnamuentoB ¢ cuHgpomoM Crepka-Bebepa, y KOTOpbIX
OPUCTYINBl HayuHAKOTCS B 0Oojiee paHHEM BO3pacTe, CO BPEMEHEM MOKET
U3MEHUTHCS THUN TMPUCTYIIOB C TOSBICHUEM OSIUWICNITUUYECKUX CHa3MOB WIIU
TreHEPAJIM30BAHHBIX THUIOB MPUCTYNOB, TaKUX KAaK AaTUIUYHbIE aOCaHCHbIE,
ATOHMYECKHE M TOHUYECKHE NPUCTYNbl. B 3TOl rpynme daiie BCTPEYarOTCs
HapYIIEHUS Pa3BUTHS U KOTHUTUBHBIC HapyIlIeHus. Eciu HaOM0Mar0TCsl 3T THUITBI
IPUCTYIIOB, BaXXHO JOOUTHCS MOJHOTO KOHTPOJISI HaJl MPUCTYMAMHU, €CIH 3TO HE
JOCTHIaeTcs ¢ TOMOIIBI0 JIEKAPCTB, CIEAYET pPacCMOTPETh BO3MOXKHOCTH

XUPYPTUYECKOTO JICYEHUS] FTUIICTICU T
['enemuxa

Xapaxkmep Hacnedosanus. de novo TMNpUOOpPETEHHAs CcoMaTHYecKas TeHHas

aHOMaJIuA

H3zeecmuvie cenvi. GNAQ (comaTuyeckasi F€HHass aHOMaJMs B MPOTEHUTOPHBIX
COCYIUCTBIX KieTKax). Taxke OBLJIO MOKa3aHO, YTO BUHHBIE ISATHA Ha JIMIE HE
CBSI3aHHBIC Y ATHM CHHIPOMOM, BbI3BaHbl COMATHYECKOW T'€HHOH aHOManued B
ATOM reHe, TaTOTeHHBIN BapHaHT, BEPOSTHO, BOSHUKAET Ha OoJiee Mo3AHeN cTaauu

Pa3BUTHA.

Cemetinvit anamues. He nmeet 3HayeHu



APTEPUOBEHO3HASA MAJIb®@OPMALUA

ApTeproBeHO3HbIE Malb()OopMalud — 3TO aHOMAaJIbHbIe KPOBEHOCHBIE COCY/IbI,
KOTOpbIE MepedpachiBalOT KPOBb HEMOCPEACTBEHHO U3 apTEPUATBHOTO B BEHO3HBIN
KpoBOTOK. CyIllECTBYET PUCK BHYTPHUUEPEITHOTO KPOBOUIIUSHUS, OLICHUBAEMbIN
Kak 2—-4% B roj, KOTOPOE€ MOKET ObITh OIPAHWYEHHBIM WM KaTacTPOPUUECKUM.
[TosTOMy JleueHME HAMNpPABJICHO HAa CHIDKEHHWE CMEPTHOCTH W 3a00JIeBaE€MOCTH

(HEBPOJIOTMYECKUX U KOTHUTUBHBIX HAPYILIEHUI) OT KPOBOU3IHUSHUS.
Knunuxa

Y naunuMeHToB ¢ apTepUOBEHO3HOM Maibhopmaluel MoryT HaOI0aaThCs
KPOBOM3NUSHUA, TMPUCTYIBI, TOJOBHas 00JIb W/WIM  MPOTrPECCUPYIOIINE
HEBPOJIOTUYECKIE/KOTHUTUBHBIE HapylIeHUs. Y MIJAJCHLEB pa3Mep TOJOBBI
MOKET ObITh OOJBIINM, BEHbI HA IOJIOBE MOTYT OBITh BBICTYHAIOIIMMU, U MOKET
HAOMIOaThCS  CONMYTCTBYIOUIAsl CepjAeYHass HEJOCTaTOYHOCTb C  BBICOKUM

BBIOPOCOM.
Ilpunaoku

OuaroBble TPUCTYIBI OOBIYHO SIBJISIIOTCS HA4yajJbHBIM THUIIOM TMPUCTYIOB C
MPU3HAKaMH, CBSI3aHHBIMU C PACMOJIOKEHUEM apTEPUOBEHO3HOM Mallb(pOpMalIUU.
Eciu y HUX HET JOBUTATENbHBIX MPU3HAKOB, WX OyAeT TPyAHO OOHApYXKUTh Y

MJIaJICHIIEB

MoryT BO3HHMKHYTH (DOKaJIbHBIE MPUCTYIHI C MOCJIEAYIOIUMHU JIBYCTOPOHHUMHU
TOHUKO-KJIOHUYECKUMHU TPUCTYyNIaMU, OHU MOI'YT HMMETh OYaroBblE€ IPHU3HAKH,
CBS3aHHBIE C PACIOJIOKEHUEM apTEPUOBEHO3HOM Manb(hopmaluy, eclid 3Ta

uH(pOpMaIus THIATEIILHO UIIETCS

['enemuka



Xapaxkmep Hacneoosanus. TIpoucXoauT CIydaHO, COOOIIAIOTCS OYEHBb PEAKHE

CEMEUHBIE CITyYau.
H3secmmuvie cenwvt. 110ka HEN3BECTHHI.
Cemetinviii anamues. CooOIIAIOTCS OUCHb PEJIKUE CEMEUHBIC CITydaH.

1.8.2.2.3. CKJIEPO3 I'NIIITOKAMIIA

CxJ1epo3 TUIIIIOKaMITa TATOJIOTHYECKH XapaKTepU3yeTcsl MoTepel MIupaMuIadbHbIX
HEHPOHOB, ANCIEPCHEN TPaHyJISPHBIX KJIETOK M TJIMO30M B rummokamme. OH
MOXXET OBITh CBSI3aH C U3MCHCHHUSIMHU B OJIM3JICKANIUX CTPYKTypax, M3BECTHBIMU
KaK ME3HaJIbHBIN BUCOYHBIN CKIIEPO3. ITO YacTas MPUIMHA MPUCTYTIOB UCXOISIINX
U3 BHCOYHOM MOJIM, KOTOPHIE HE PEarupyloT Ha JeKapcTBa. JTO MPUOOPETCHHAs
CTPYKTypHasi aHOMallis, MW, KaK W3BECTHO, OHAa BO3HHMKACT B pe3yJbTaTe
MPUCTYTIOB, OCOOEHHO JIUTENbHBIX (eOpuiabHBIX cymopor. OHa MOXeT
COIYTCTBOBAaTh JPYTUM CTPYKTYPHBIM aHOMAJHMSAM MO3Ta, BKIIOYAs ITOPOKH
pa3BUTHS KOPBI M COCYIMCThIE Majbhopmaruu (Hanpumep, cuaapom Crepika-

Bebepa), n3BecTHBIC KaK «IBOMHAS MATOJIOTHS.
Knunuka

Knuaudeckoe mposiBIEHUE CKJepo3a THUIMOKaMIla — 3T0 MPUCTYNbl ¢
ME3HAIbHBIMA BUCOYHBIMU TIPU3HAKAMH, MOTYT OBITh KOTHHUTHBHBIC HAPYIICHUS,
CBSI3aHHBIC C MOPAKCHHBIM THMIOKAMIIOM (HapylleHue BepOalbHON MaMsITH MPHU
CKJIEpO3€ JIOMUHAHTHOTO THIIMOKAMIIa, HapYyIICHUE 3PUTEIbHOW MaMsTH MpHU
CKJIEpO3€ HEAOMHMHAHTHOTO TuImokamma). Kaptura wmokeT OBbITh CBs3aHa C
COMYTCTBYIOIIUM CTPYKTYPHBIM UJIM TEHETUUECKUM COMYTCTBYIOIINM COCTOSTHUEM,
€ClIM OHO MpUCyTCTBYeT. Hanmpumep, okono 25% MalueHToB ¢ TUIIIOKaMIalbHbIM
CKJIEPO30M MOTYyT UMETh B aHamHe3e (GeOpHiIbHBIE CyA0pOTH, OCOOEHHO
JuTeIbHbIe (eOpuiIbHbIE CYIOpOTH. Y ATHUX JIIOJAEH 3a CaMOKYIUPYHOUTUMCS
CUHAPOMOM (GEeOPWIBbHBIX CYJOpOT CIeAyeT JaTeHTHBIA TEepHoJ, a 3aTeM

MOABJEIIOTCA ITPUCTYIIBI C MC3UAJIbHBIMU BUCOYHBIMU ITPU3HAKAMMU.



Ilpucmynoi

Ha6J'IIO,Z[aIOTC}I q)OKaJ'H)HI)IC MNPUCTYIIbI C MC3UAJIbHBIMKU BHCOYHBIMHU ITPHU3HAKAMMU.

OOBIYHO OHU YCTOfIqHBLI K MCAUKAMCHTO3HOMY JICUCHUIO

MoryT BO3HHMKHYTH (DOKaJIbHBIE MPUCTYIBI C MOCJIEAYIOIUMHU JIBYCTOPOHHUMU
TOHUKO-KJIOHUYECKUMU TMPUCTYNIaMU, UM OOBIYHO MPEIIIECTBYIOT (POKaIbHBIC
THUIIBI MIPUCTYIIOB, KOTOPBIE OTHOCATCS K ME3UMAJIbHOW BUCOYHOW [I0JIE, €CIIM 3Ta

uH(OpMAIUS TIIATEIIHHO UIIETCS
I'enemuxa
Xapaxmep nacnedosanus. CKIepo3 TUNIOKaMIIa — MPUOOPETECHHAS aHOMAJTHS.

Hszeecmnvie 2envi. B OOJBIIMHCTBE ClydyaeB HE NPUMEHUMO — CKIIEPO3
THIIIOKaMIla — TpuoOpeTeHHass aHoManus. OmgHako (eOpuiibHBIE CyIOpOTH,
0COOEHHO JIUTENbHBIE, MOTYT BBI3BIBATH CKJIEPO3 THUIIIIOKaMIIa. | eHeTHdecKue
SMUJICTICUH, CBSI3aHHBIE C (EOPWIBHBIMU CyJI0pOoramMu (Hampumep, CUHIAPOM
HpaBe, GpedbpriibHBIE CyI0POTH IUTIOC), MOTYT, TAKUM 00pa3oM, IMpeapacnoiarath

YCJIOBCKA K PA3BUTUIO CKIICPO3a I'MIITIOKaMIIaA.

Cemetinviti anamne3. MOXET MPUCYTCTBOBAaTb, €CIM €CThb COIYTCTBYIOIIEE
IF€HETHYECKOE  COCTOSIHME, CBSI3aHHOE €  IpeablayliuMu  (HeOpriIbHbIMU

CYJOPOTaMH.
1.8.2.2.4. THAMIOKCUYECKU-UINIEMAYECKHN

['MmoKCcHYeCKU-UTIIEMUIECKHUE CTPYKTYPHBIE aHOMAJIMKA MO3Ta BKIIFOYAIOT TOTEPIO
obbema Mo3ra u pyOueBanue («rio3»). OOBIYHO BO3HUKAIOT OCTPBIC MPHUCTYIIHI,
MaKCHMaJbHO B TMEpBble 24 dYaca THIMOKCHYECKU-UIIEMHUYECKOTO coObIThsA. Ecmm
SMUJICTICUST BO3HUKAET MOCIE TUIMTOKCHYECKU-UIIIEMHYECKOTO TTOBPEXKICHUS MO3Ta,
OOBIYHO TOCJE€ THMOKCHYECKH-HUIIIEMHYECKOTO COOBITHS HACTYTMAeT JIaTeHTHBIN

Iepuoa, 3a KOTOPbIM CICAYCT BOBHUKHOBCHUC ITPUCTYIIOB.



BaxHble THIIOKCUYECKU-UIIIEMHUYECKHE CTPYKTYPHBIC aHOMAJIMKU MO3ra, CBA3aHHbIC

C DIIUJIETICUEM:

e uHCyIbT ("epeOpoBacKyIIsIpHOE MpouciiecTBue"),

® TUNOKCHYECKU-UIIEMUYECKOE MOBPEXKICHUE MO3Tra
Hucynom

WHCcynbT ObIBa€T IBYX OCHOBHBIX THUIOB: TeMOpparnueckuii u uiemudeckuii. Oda
TUIIA UHCYJIbTA MOTYT BBI3bIBaTh OCTPBIE MPUCTYIIBI BO BPEMsI OCTPOTO COOBITHSA, a
TAK)KE OIMJICICUI0 KaK JIOJITOCPOYHOE OCJIOKHEHHE. Y IOXWIBIX JIIOJEH
nepeOpoBacKyysipHble  3a00JIeBaHUS W UHCYJBT  SIBISIIOTCA  Haumbolee

pacnpocTpaHEeHHON MPUYUHON OCTPHIX MPUCTYTIOB U AMHUJICTICHH.
Knunuxa

Knuauueckass kapThHa MHCYJIbTAa 3aBUCUT OT CTEMEHM W JIOKAJU3aIUH
KPOBOMBIIMSAHUSA W/WIA UIIEMHH, BO3pacTa M OCHOBHOW mpuyuHbl. OCTphIC
OpUCTyNbl OOBIYHO BO3HHUKAIOT B MepBble 24 dYaca mocie uHCyhapTa. Octpoe
Je4eHHEe COCPEAOTOYCHO KaK Ha JICYCHUU IPUCTYIIOB, TaK U HA JICYCHUU UHCYIIbTA.
Ecnu osnunencus BO3HMKAaeT KaK OCJIOKHEHHE TIOCHE UHCYJIbTa, OOBIYHO
HaOJII01aeTCs JTaTeHTHBIN NIepuo/I, a 3aTEM OBTOPHOE BOSHUKHOBEHHE MPUCTYIIOB
yepe3 6—12 mecsieB nocie UHCyabTa. B pe3ynbrate HHCYNIbTa MOTYT BO3HUKHYTh

KOTHUTUBHBIE U HEBPOJIOTUYECKHE HAPYILIECHUS.
Bposrcoennuiit uncynom

WNHCyIbT MOKET BO3HUKHYTh MPEHATAIBHO WM MEPUHATAIILHO, IPUYEM UHCYJIBT B
30HE pacrpelesieHus CpeHEH MO3TrOBOM apTepuu SABISIETCS PACIPOCTPAHEHHBIM
U3-3a XapaKTepa 3THOJOTUMU WHCYJIbTa B 3TOM BO3pAaCTHOM rpynme. Y MIIaJEHUEB

MOJKCT H8.6J'II-0I[8.TBC$I ICMHUILICTHUA, KOTOPAA MOKET OBITH AUArHOCTHPOBAHA TOJIBKO



10 MEpe Pa3BUTHUS M PACIIO3HABAHUS ACUMMETPUYHOHN ABUTATEIBHOW (DYHKIIHH,
HaIpUMep, PaHHETO MPeanouTeHUs pyku. [IpucTymnsl MOTYT OBITH CHMITOMOM H
MOTYT HauaThCSd B HEOHATAJIHLHOM IEPHOJIC WM TOo3Ke. [IpucTymbl ¢ oyaroBeIMu
pU3HAKaMH, CBSI3aHHBIMU C CEHCOMOTOPHOW KOPOW BO3HUKAIOT M3-3a TIOPAKECHUS
OacceliHa cpeqHel MO3roBOM apTepu. DNUIENTUYECKHE CHa3Mbl, KaK MPaBUIIO,

NOJIAIOIIHECS JIEYEHUIO. BOZHUKAIOT IPUMEPHO y TPETU NALMEHTOB

Ocmopoorcno! Y nereil ¢ HEKOHTPOJIMPYEMBIMU NIPUCTYIIAMU B PAaHHEM BO3pacCTe
MOTYT OBITh XYy’K€ pe3yJIbTaThl Pa3BUTUS U KOTHUTUBHBIE CIOCOOHOCTH, OCOOEHHO
€CJIM TOSIBJISIOTCA OJMNWICNTHYECKUE CINa3Mbl WIA T€HEPaIU30BAHHBIE THIIBI
IPUCTYIIOB, MO3TOMY BaXX€H IMPOAKTUBHBIM KOHTPOJIb IPHUCTYIIOB, 3TO MOXKET
BKJIFOYATh XUPYPrUYECKOE BMEIIATENIHCTBO MPHU SMUJIEICUU, €CIU MPUCTYIMbI HE

KOHTPOJMPYIOTCS C TOMOLIBIO JIEKAPCTB.
Ilpucmynwv

OuaroBbie IMPHUCTYIIbL OOBIYHO SIBJISIOTCS HAYaJIbHBIM THIIOM IMpUCTYy1IoB C

IMpUu3HaKkaM, CBA3aHHBIMH C MCCTOM HMHCYIJIbTA.

MoryT BO3HHMKHYTH (DOKaJIbHBIE MPUCTYIBI C MOCJIEAYIOIUMHU JIBYCTOPOHHUMU
TOHUKO-KJIOHHYECKUMHU  TMPUCTYIIaMH, KOTOpPhIE MOTYT UWMETh (OKaIbHBIC
MPU3HAKHU, CBSI3aHHBIE C MECTOM HHCYJbTa, €CIU 3Ta MHPOpMalUs THIATEIHHO

U3y4eHa

MoskeT  BO3HHMKHYTh  OJNUJIENTHYECKUHA  CTaTyc, BKIo4Yas  (DOKambHBIH

AIUJICITAYCCKUMN CTaTryc.

Ocmopooicno 'y TAILMEHTOB C HHCYJIBTOM B PAaHHEM BO3pacTe, y KOTOPBIX
MPUCTYIIBI HAYAJUCh B O0Jiee paHHEM BO3pacTe, CO BPEMEHEM MOXKET WU3MEHUTHCS
THUII IPUCTYIIOB C MOSIBJIEHUEM SMUIEHTHYECKUX CIIa3MOB MJIM F'€HEPaTN30BaHHBIX
TUIIOB MPUCTYTOB, TAKUX KaK aTUIUYHbIE a0CAHCHBIE, AaTOHUYECKUE U TOHUYECKUE
npucTynbl. HapynieHus pa3BuTHs U KOTHUTHBHBIE HApyLIECHUS Yalle BCTPEYAOTCA

B 9TOoM Tpynme. Ecim HAOMIOMAIOTCS 3TH THMBI MPUTAIKOB, BAXKHO JIOCTUYb



IMOJHOI'O KOHTPOJIA Haad IMpUuliagKkaMHr, €CJIU 3TOI0 HE yAAaCTCA JOCTHUYb C ITIOMOIIBIO

JIEKapCTB, CIEIYET PACCMOTPETh XUPYPTrUUECKOE BMEIIATENBCTBO MPHU AIUIICTICUH

Ocmopooxcno Y HOBOPOXKIEHHBIX M MJAJCHIIEB C MHCYJIBTOM MNPUCTYIBI MOTYT
OBITh KJIMHUYECKH HE3aMETHBIMU U I WX OOHAPY)KCHUS WM TOATBEPKICHUS

MOXET OTpedoBaThCs HaO0IeHUE ¢ TToMOIIbI0 DT
['enemuka

Xapakmep HacnedosaHus. DNUNENCUS TPU HMHCYJIbTE BO3HUKAET M3-3a
MOCJEACTBUN TUMOKCUU-UIIEMUU B 00JIACTSIX, KOTOPBHIE OTHOCATCS K aAHATOMHUHU

COCYHUCTOU TePPUTOPHH.
H3zeecmnuie ecenvl. Het (mpuoOpeTeHHOE)

Cemetinviii anamues. He umeeT 3HaueHus (mpuoOpeTEeHHOE)
T'HIIOKCHYECKH-HIIIEMHUYECKOE IIOBPEK/[EHHE

['MmokcuYecKku-uIeMm4ecKoe MOBPCKACHUEC I'OJIOBHOI'O MO3Tra MOXKET BOSHUKHYTDH
o MHOImM IIpHYHMHAM U B JIFO0OM BO3pacTe. OHO MOXET BBI3BATH OCTpPBIC
INpUCTyIIbl BO BpPEMA TpaBMbl, a4 TaKXE OIMJICIICHIO KaK OOJI'OCPOYHOC

OCJIOKHEHUE.
Knunuxa

Kinanyeckass kapThHa TMIOKCUYECKU-UIIEMUYECKOTO TOBPEKICHHS 3aBUCHUT OT
CTEMEHH THUIMOKCUU-UIIEMUHU, JIOKAJIU3AlMU MOBPEXKACHUS B MO3re, BO3pacTa,
OCHOBHOW NPUYMHBI U COIMYTCTBYIOIIUX (PAKTOPOB, TaKMX KaK IOBBIIIEHHOE
BHYTpPHUUYEpEITHOE MJaBJICHHE u3-3a OoTeka Mmo3ra. OCTpble TPUCTYIBI OOBIYHO
BO3HHUKAIOT B MEpBbIe 24 yaca nociie TpaBMbl. OCTpOE JIEUEHHUE COCPEAOTOUCHO KAK
Ha JIEYEHUU TPUCTYIIOB, TaK W HaA JICYCHUU THUIOKCUYCCKU-UIIEMUYECKOTO
noBpexaeHus. Eciu snuierncusi BO3HUKAET KaK OCJOXKHEHUE I0C]E€ TPaBMBI,

OObIYHO HAOJIOJIAeTCsl JIATEHTHBIM MEpHOJ, a 3aTeM MOBTOPHOE BO3HUKHOBEHUE



INPUCTYIIOB 4YCPE3 HECKOJBbKO MCCAILICB. KoruutuBHbele U HEBPOJIOTHUYCCKHUC
HapymcHusad MOTYT BO3HHKHYTb KaK CIJICACTBUC THUIIOKCHYCCKH-MIICMHUYCCKOI'O

MTOBPEXKICHUS.
Ilpucmynw

Moryt nHaOmogatbcs (QOKalbHBIE TMPUCTYIBI C MPU3HAKAMH, CBSI3aHHBIMHU C

MCCTOM IIOBPECKACHMA B MO3I'C, KaK B OCTPOM, TaK U B JOJIOCPOYHOM IICPUOAC.

MoryT BO3HUKHYTh (DOKaJIbHbIE MPUCTYIHI C MOCIEAYIOIMMU JIBYCTOPOHHUMU
TOHUKO-KJIOHUYECKUMHU MPHUCTYIIaMH, OHU MOTYT HUMETh (POKaJIbHBIE MPU3HAKH,
CBS3aHHBIE C MECTOM MOBPEXKICHHUS MO3Ta, €Ciau 3Ta HHPOpMalus TIIATEIHHO

HUIICTCA.

MoskeTr  BO3HMKaTh  SMNUJIENTHYECKMA  CTaTyc, BKJIO4ass  (DOKambHBIN

SMUJICITUYECKHI cTaTyc, 0COOEHHO BO BpPEMsI OCTPOM TpaBMbI

Ocmopooicno 'y~ MOJOABIX  MAlMEHTOB €  TUINOKCUYECKU-UIIEMUYECKUM
IIOBPEXKJCHUEM MO3ra B pPaHHEM BO3pacTe WM IIPEHATaJbHO,  pPa3BUTHE
MPUCTYNOB MOXET BKIKOYATh IMOSBICHUE SIWICNTHYECKUX CIIAa3MOB WIIH
IeHEPAIM30BAHHBIX TUIIOB TMPHUCTYNOB, TaKUX KakK aTUIWYHbIE a0CaHCHI,
ATOHUYECKHE W TOHUYECKUE IPUCTYNbL. B 3TOM rpyIme dYaiie BCTPEYAOTCA
HapYIIEHUs Pa3BUTHS U KOTHUTUBHBIC HapylIeHus. Eciu HaOM0Mar0TCsl 3T TUITBI
IIPUCTYIIOB, W €CJIIM KOHTPOJIb MPUCTYIIOB HE JOCTUIaeTCsi C IIOMOILBIO
MEIMKAMEHTO3HOIO  JICYECHMS, MOXKET  pPacCMaTPUBATBCA  XUPYPTHUUYECKOE
BMEIIATEJIBCTBO IO TMOBOJY SIUJIENCUU, €CIU JIOKAJM30BaHa 00JIacThb

TUIMOKCHYCCKNU-UIIEMHNYCCKOI'O IMOBPCKACHM A, BbI3bIBAIOIIAs IIPUCTYIIbI

Ocmopooicno TPUCTYIIBI Y HOBOPOXKJIEHHBIX M MIIAJECHIEB C THIOKCUYECKH-
UIIIEMUYECKUM TTOBPEXKICHUEM MO3Ta MOTYT OBITh KIMHHUYECKH HE3aMETHBIMU U

JJ1s1 OOHAPYIKEHUSI WM TIOJITBEPKICHHUS MOXKET OTpeOoBaThCsl HaO Mo eHne D91



I'enemuxa
Xapaxkmep nacnedosanus. He umeeT 3HaueHus (MpuoOpeTeHHOE)
H3zeecmmuule eenvl. Her (mprnoOpeTeHHOE)

Cemeuinviti anamues. He umeet 3HaueHus (mpruoOpEeTEHHOE)
1.8.2.2.4. YEPEITHO-MO3I'OBAS TPABMA

TpaBmaTuueckoe TMOBPEXKIAECHUE TOJIOBHOTO MO3ra MOXKET BbI3BaTh OCTpPbIC
IOPUCTYIIBI BO BpeMs TPaBMbl, a TaKXe OJHWIENCUI0 KaK JOJTOCPOYHOE
OCJIOKHEHHE. JTO OJHA U3 HauboJiee pacpOCTPaHEHHBIX MPUYUH SIUJIETICUU W3-
3a TPUOOPETEHHOM TpPaBMbl TOJOBHOIO MO3ra, OCOOEHHO B PaHHEM B3pPOCIOM
Bo3pacte. CylEecTBYeT CBA3b MEXKIY TSDKECTbIO TPAaBMbl U BEPOSTHOCTHIO
Pa3BUTHS MUIENICUM — YEM TSKEJIEE TPaBMa, TEM BBIIIE BEPOSTHOCTh PA3BUTHUS

AITMJICIICUH.
Knunuxa

KimHnueckas kapTuHa TPaBMATHYECKOTO TOBPEKIAECHUS TOJIOBHOI'O MO3Ia 3aBHCHT
OT CTENEHU M JIOKAJIU3alUU TPaBMaTHUYECKOI'O MOBPEXKJIEHUS TOJIOBHOTO MO3ra,
BO3pacTa U COMYTCTBYIOUIETO (PaKTOPa, TAKOTO KaK IMOBBIIIEHHOE BHYTPUYEPEITHOE
JABJIEHUE U3-32 0T€Ka Mo3ra. OcTpple MPUCTYIBI MOTYT BO3HUKHYTh B NIEpBbIe 24
yaca IIOCJI€ TpaBMbl WIM B TedeHHE IepBoi Henenu. OcTpoe JedeHue
COCPEOTOYEHO KaK Ha JIEYEHHUH MPUCTYIOB, TAK U HA JICUEHUHU TPAaBMAaTUYECKOIO
HOBPEXACHHUS T'OJIOBHOrO Mo3ra. Ecny smuiencusi BO3HUKAET KAaK JOJITOCPOYHOE
HOCJIEACTBUE, OOBIUHO HAONIONAETCs JIATEHTHBIM NEpUOJ, a 3aTeéM IOBTOPHOE
BO3HMKHOBEHHUE IMPHUCTYIOB Y€pPE3 MECSLbl WM WMHOTJA TOJbl Mocie TpaBMbl. B
pe3ysibTare TpaBMbl MOTIYT BO3HUKHYTh KOTHHUTUBHBIE M HEBPOJOTMYECKHUE

HapyILIEHUSI.

Ipucmynw



MOFYT Ha6JIIOI[aTBCH O4YaroBbIC IIPUCTYILI C IPU3HAKAMH, CBA3aHHBIMHU C MECTOM

MOBPCKACHUA B MO3I'C, KaK OCTPLIC, TaK 1 AOJII'OCPOYHBIC

MoryT BO3HMKHYThH (DOKAJIbHBIE MPUCTYIHI C MOCIEAYIOIMMU JIBYCTOPOHHUMU
TOHUKO-KJIOHUYECKUMH MPUCTYIAMHU, KOTOPbIE MOTYT UMETh OYaroBbl€ MPU3HAKH,
CBS3aHHBIE C MECTOM IMOBPEXKICHHUS MO3Ta, €ClIM 3Ta WHPOpMalus TIIATEIHHO

M3y4eHa

MoskeT  BO3HHMKHYTh  OJNWUJIENTHUYECKUA  CTAaTyc, BKIOYas  (DOKambHBIHA

SIUICITUYCCKUMN CTaTtyc, OCOOCHHO BO BpCMs OCTpOﬁ TPaBMbI

Ocmopooicho 'y MOJOIBIX MAlMEHTOB C YEPEIHO-MO3rOBOM TpPaBMOW B pPaHHEM
BO3pPACTE PAa3BUTHE IPUCTYIOB MOXKET BKJIIOYATH MOSABJICHUE JMUIENTUYECKUX
CHa3MOB WJIM T€HEPATM30BAHHBIX THUIOB MPHUCTYIOB, TAaKUX KaK ATUIUYHbIC
abcaHCHbIC, ATOHMYECKHE M TOHUYECKHE TMPUCTyNbl. B 3Tol rpymnme yaiie
BCTPEYAIOTCS HApPYLICHHs] pa3BUTUA M KOTHUTHBHBbIE HapylieHus. Eciu
HAOJI0JAI0TCS 3TH THUIIBI TPUCTYIIOB, U €CJIM KOHTPOJIb MPUCTYIIOB HE JOCTUTAETCS
C TIOMOIIBIO JIEKAPCTB, JICYEHUE DMHUICTICUM MOXET OBITh XUPYPrHUECKUM, €CIIU
0o0JacTh TPaBMATHUYECKOTO TMOBPEKICHUS MO3ra, BBI3BIBAIOIIETO MPHUCTYIIBL,

JJOKAJIM30BaHa.

OcmopooicHo  TIPUCTYNBI Y HOBOPOXJAEHHBIX W MaJlIeHbKUX JeTeil ¢
TpaBMaTHYECKUM MOBPEXKIEHUEM MO3ra MOTYT ObITh KIMHUYECKH HE3aMETHBIMU U
UIE UX OOHapy>KeHUsT WM TOATBEPXKIACHUS MoOxeT mnorpedoBarbes DI

HaOIr0IEHUE

I'enemuxa

Xapaxkmep nacnedosanus. He umeeT 3HaueHus (MpuoOpeTEHHOE)
H3zeecmuvie cenvi. Het (IpnoOpeTeHHOE)

Cemeunvii anamues. He umeet 3HaueHust (mpuoOpPETEHHOE)

1.8.2.2.5. OIIYXOJI1



ONUJIENTOreHHBIE OINYyXOJM B OOJBIIMHCTBE CBOEM SBISIOTCS OMOJIOIMYECKU
NO0OpPOKAUECTBEHHBIMU 00pa30BaHUsIMHU, KOTOpbIE OOBIYHO HE H3MEHSIOTCS CO
BpeMeHeM. B pesynbraTe OHH HE TpeOYIOT OHKOJOTHYECKOW XHUPYprUH U
HaOJIIOJICHUS, BMECTO ATOIO MX JIECYEHHE COCPEAOTOUEHO Ha KOHTPOJIE IIPUCTYTIOB.
HekoTopsie omyxoyin TECHO CBsI3aHbI ¢ pedpakTepHOI SMUIETICUEN U MOAAI0TCS
XUPYPrUYECKOMY JICYEHUIO OINWIECNCUM HM3-32 CBOMX AaHATOMUYECKUX U
BU3YAIM3UPYIOLIUX OCOOEHHOCTEH, IOATOMY XUPYPIHUECKOE JICUEHHUE DIUIIEIICUU

ABJSICTCS BA’KHBIM BAPUAHTOM JICHCHUA JJIA ATOM T'pyHIIbl MAITUCHTOB.

Hawubonee pacnpocTpaHEHHBIMU OIyXOJSIMH, CBSI3AHHBIMA C  DIWJICTICHEH,
SABJISFOTCS [JIMOHEUPOHAJIBHBIE OIyXOJIU: JTUCOMOPUOTIIIACTUYECKUE

HeliposnuTenuanbibie onyxoiu (JJHDO); 1 raHrmmoramomel.

Pexe smunerncus MoxeT OBITh BbI3BaHa 0OJie€ arpeCCUBHBIMU OIYyXOJSIMH, 3TU
OIyXOJH TPeOYIOT OHKOJIOIMYECKON XUPYpPrMM M HAONIOACHUS, U MOITOMY HE

O6CY}K,Z[aIOTC}I B 3TOM paBI[CJ'IC
JHA0 (DNET)

JluzsmOpuomiacTuaeckas Heliposnutenuanbaas onyxoib (JJHI0- DNET) — sto
TIIMOHEHpOHaNIbHASL OMYXOJb, KOTOpas pacloyiaraeTcsi Ha Kope, OOBIYHO C
MHOTOY3JIOBBIM ~W/WIM MYJbTHUKUCTO3HBIM BHIOM. [‘mctomornuecku JIHOO
XapaKTepU3yIOTCS  OJIUTOJICHAPUOTINONOA0O0HBIMU KJIETKAMH, CMEIIAHHBIMU C
HEUPOHAJIBHBIMA M AaCTPOLMTAPHBIMU KJIETKAMHM, C MHHHMMAJIbHOM KJIETOYHOU
atunueii. OHU OOBIYHO BCTPEUYAIOTCS B BHCOYHBIX JOJIIX, HO MOTYT OBITh
oOHapyXeHbl U B Apyrux mecrax. OHHM YacTO BCTPEYAIOTCS BMECTE C COCEIHEN
dbokanpbHOM KopTHKanbHOU muctiazuedt (FCD I1Ib), uto mpenmonaraeT oOIIyro

ATUOJIOTHIO PA3BUTHS JJIsI 00€UX CTPYKTYPHBIX aHOMAJIUM.
Knunuxa

Knuuanueckass kxaptuHa JIHOO 3aBUCHT OT MECTONOJIOKEHHS OIyXOJUu U
COIyTCTBYIOIIMX CTPYKTYPHBIX aHOMaNUN (TakuUX Kak (poKalibHas KOPTHUKaJIbHAs

AUCIIIa3uAa, CKICPO3 FI/IHHOKaMHa). HpI/ICTyrII)I BO3HHUKAIOT IIOYTH Yy BCECX



nagueHToB. [IpucTynoB MOryT HadaTbcs B JIFOOOM BO3pacTe, HO yalle BCEro B
nercrBe. llpucTynbl OOBIYHO HE KOHTPOJMPYIOTCS JeKapcTBamMH. MOryT OBITH
3aTpOHYTHl 00a Mojda, HO cooOIasoch O mpeobiagaHuu My>kuuH. [lanueHTs
W3HAYaJbHO HE  CTPAjaroT OT  3HAYUTENBHBIX HApyLICHUN  pPa3BUTHA,
HEBPOJIOTMYECKUX WJIM KOTHUTUBHBIX HapyUIEHUH, HO 3TO MOKET IPOUCXOIUTH B
COUETAaHUHM C HEKOHTpOJHpyeMbIMH mnpuctynamu. Y sun ¢ JHDO Obum

3apEeruCTPUPOBAHBI ICUXMUYECKUE PacCCTPOMCTBA.

Ocmopooicno! ucxon pa3BUTHS U KOTHUTHUBHBIX HAPYIICHUH MOXET ObITh XYK€ y
JeTel ¢ HEKOHTPOJIUPYEMBbIMU MPUIAJKAMU B PAaHHEM BO3pacTe, 0COOEHHO eCiH
MOSIBJISIFOTCS AMUJICNITUYECKHE CHa3Mbl WM T€HEPaJTU30BAHHBIEC TUIIBI IPUCTYIIOB,

IMO9TOMY Y TAKHX IAIMCHTOB Ba’XXCH HpOElKTPIBHBIﬁ KOHTPOJIb IPUCTYIIOB.

OcmopooicHo! TOCKONBbKY OKHUIAETCS, YTO XUPYPrHYECKOE BMEIIATENIBCTBO IIPH
AMUJIETICUU OYET CBSI3aHO C BHICOKOW BEPOSITHOCTBHIO MOCTOSSHHOTO OCBOOOXKIEHUS
OT TPHUCTYNOB, €ro CjieayeT IMPOBOAUTb CBOEBPEMEHHO, €CIM IPHUCTYIBI HE
KOHTPOJIUPYIOTCSl JIEKAPCTBAMM, €CJIM MOSBISIOTCS Pa3BUBAIOIIMECS HapyILUEHUS
pa3BUTHSA, KOTHUTUBHBIE WJIM ICUXUATPUUYECKUE HAPYLIEHUS WU  €CIH
HAOJIIOJAIOTCA  ANWJIENTUYECKHE  CIA3Mbl  WJIM  T€HEPAJM30BAHHBIE  THUIIBI

IIPUCTYTOB.
Ilpucmynwi

OuyaroBble MPUCTYINBl OOBIYHO SIBISIIOTCA HAYaJIbHBIM THUIIOM TPUCTYIIOB, C
NpU3HaKaMH, CBsi3aHHbIMU C Jiokamm3anuern DNET, xortopas wame Bcero
BHUCOYHAs, yeM JIoOHas. Ecnu mpucTynsl He UMEIOT ABUTATENIBHBIX MPU3HAKOB, MX

OyJeT TpyAHO OOHAPYKUTh Y MJIAJCHIIEB U MAJICHbKUX JCTEH.

MoryT BO3HHMKHYTH (DOKaJIbHBIE MPUCTYIBI C MOCIEAYIOIMMHU JIBYCTOPOHHUMHU
TOHUKO-KJIOHUYECKUMH TMPUCTYIIaMH, OHU MOTYT HMMETh OYaroBble MPU3HAKH,

cBs3aHHbIe ¢ Jokanm3anueir DNET, eciu aTa mHbOpMaIius TIaTeasHO UIIETCS

MOFYT BO3HUKHYTb OHUWICIHTHUYCCKUC CIIa3Mbl, OHW MOTYT HMCTb OYaroBbLIC

MPU3HAKU, CBA3aHHbIE ¢ JIokamu3anuen DNET



Moxet BO3HUKHYTH SIUICITUICCKUMN CTarycC, BKJIIO4asa (I)OK&HBHBIﬁ

AMUIENTUYECKUH CTaTyC , HO BCTPEYAETCS PEJIKO

Ocmopooicno! 'Y mammentoB ¢ DNET, y KOTOpbhIX MpUCTYIIBI Hayajauch B Oosee
PaHHEM BO3pacTe, CO BPEMEHEM MOXKET HW3MEHUTBCS THI MPUCTYIOB, C
MOSIBJICHUEM  SIWJIENTUYECKUX  CIa3MOB WM TE€HEPAJIM30BAHHBIX  THUIIOB
MPUCTYIIOB, TAaKWX KAaK AaTUIHWYHBIE a0CAaHChI, ATOHMYECKHE U TOHUYECKUE
npuctynsl. B 3ToWl rpynme dyaimie BCTPEYAKOTCS HAPYLICHUS pa3BUTUA U
KOTHUTUBHbIE HapylueHus. Eciau HaOmogaroTcss 3TH THUIMBI MPUCTYIIOB, Ba)KHO
TOOUTHCSI TIOJTHOTO KOHTPOJISI HAJ IPUCTyaMu. Eci 3Toro He ymaercst J0CTUYh ¢
MOMOUIBI0 MEIUKAMEHTO3HOTO JIEYEHUs, CIEAYET PACCMOTPETh BO3MOYKHOCTH

XUPYPTrUYECKOr0 BMEIIATENIbCTBA MIPU AIUJICIICUH.
['enemuxa

Xapaxmep Hacnedosanus. IlpoucxomuT ciaydaitHO, BO3MOXKHO, HM3-3a de novo

pUOOPETEHHOW COMAaTUYECKON T€HHOM aHOMAJIHH.

Hzeecmubvle  2envi. l'enetnueckue npuuuHbl DNET noka HEHW3BeCTHBI.
MonekynsapHo-reHeTrnueckue uccienoBanuss Ttkanu DNET noxkasamu norepro
rerepo3urotHoctd 1p/19q B wacTu u3ydeHHBIX omyxonei. MMeroTcs penkue
cooO1eHust o conytcTBytomeM Bo3zHuKHOBeHMH DNET ¢ nelipodubpomarozom 1
Tumna (BKJIto4as nauuenta ¢ Heckosibkumu DNET). Merotces penkue cooOIeHus o
conyrcTBytomeM Bo3HMKHOBeHMHM DNET npm cumanpome XYY. HewnssectHo,
SBJISIFOTCS JIU 3TU PEAKHE COOOIIEHUSI O COBMECTHOM BO3HMKHOBEHHUH CIIyYalHBIMU

WJIM IIPEATIOINIATAalOT TeHeTHYeCKy 0 npuunHy DNET.

Cemetinbili anamHe3 He UMECT 3HAUYCHHS H3-3a CIIOpAANICCKOr0O BO3HHMKHOBCHMHA,
IFCHCTUYCCKUC AaHOMAJINMHU, CCJIM OHH TIIPUCYTCTBYIOT, BCPOATHO, ABJIAIOTCA
HpI/I06peTeHHBIMI/I COMATUYECKUMHM TE€HETHYECKHMMHU aHOMAaJIMsIMU 0Oe3 pUucCKa

nepesayu NOTOMCTBY.

1.8.2.2.6. MOPOHUHE®ATNYECKASA KUCTA



[TopaHuedanuueckre KUCTBI — 3TO TOJOCTH, KOTOpPbIE MOXHO YBHUAETh B
MOJIyHIapUSX TOJOBHOTO MO3ra, KOTOPbIE MOTYT BO3HUKHYTh M3-3a TIEPEHECEHHOU
TUMIOKCUU-UIIEMUN, OKKJIIO3UM COCYJIOB (MHCYJIbTa), KPOBOM3IUSHUS WIH
UHMEeKIUU. DT KHUCTbl MOTYT COCYIIECTBOBATb C JPYTUMHU CTPYKTYPHBIMU
MOCJICJICTBUSIMU  TIEPBOHAYAIILHOTO 1EPEOPATLHOTO HWHCYJIbTA WJIH CKJIEPO30M

TUIIITOKaMIIA.
Knunuxa

KnuHnueckast kapTHa MOpIHIIEPATMUECKOW KUCThI CBA3aHA C MECTOIOJIOKEHUEM
KHUCTBI ¥ IPEIIIECTBYIOUIUM UHCYIBTOM. [IpUCTYTIBI MOTYT NOSIBUTHCA C POKICHUS
WM TI03Ke, HO OOBIYHO B TEYCHHE MEPBOTO JACCATUIICTHS KU3HU. Y JIFOJEH MOTYT
ObITh JBUTATENIbHBbIC HApYIICHUs (HAapUMEp, F€MUIApPE3), HAPYIICHUS Pa3BUTHUS

W/MI KOTHUTHBHEIE HapyIICHUs.

Buumanue! Y nereii ¢ HEKOHTPOJUPYEMBIMU IMPUCTYNIAMH B PAHHEM BO3pacTe
pe3yJbTaThl Pa3BUTHS U KOTHUTHBHBIC HAPYLIECHUS MOTYT OBITH XYK€, OCOOEHHO
€CJIM TOSIBISIOTCS SNWIENTUYECKUE CHA3Mbl WM TE€HEPAIM30BAHHBIE THIIbI
IPUCTYIIOB, IO3TOMY Yy TaKUX MAalMEHTOB Ba)XX€H IPOAKTUBHBIA KOHTPOJIb
IPUCTYIIOB, KOTOPBI MOKET BKJIKOYATh PACCMOTPEHUE XUPYPIHUECKOIO JICUEHHUS

SIUICTICUMU.
Ilpucmynwi

Ouarosbie IMPUCTYIIbI OOBIYHO SIBJISIOTCS HAYaJIbHBIM THIIOM IMPUCTYIIOB. Hx
IMPHU3HAKH CBA3AHLI C PACIIOJIOXKCHHUEM KHCThI u/uan HpCI[IIICCTByIOH_ICﬁ TpaBMOﬁ
Mmo3ra. Ecim oHM HE HMEIT ABUTATCIIbHBIX IIPHU3HAKOB, HX 6y,Z[€T TPYOHO

OOHApYXHUTh Y MIIAJICHIICB M MAJICHBKUX JICTEH.

MoryT BO3HUKHYTH (POKaJIbHbIE MPHUCTYIBI C MOCIEAYIOUIMMH JIBYCTOPOHHUMHU
TOHUKO-KJIOHUYECKUMHU MPUCTyIaMH, OHU MOTYT UMETh (POKaJIbHbIE MPU3HAKH,
OTHOCSIIMECS K MECTOIOJIOKEHUIO TMOPIHIEPATNYeCKOH KHUCTbI, €CIH 3Ta

uHbOpMaIus TIIATEIbHO UIIETCS



MOFYT BO3HUKHYTL OJIIMJICITUYCCKHUC CIIa3Mbl, OHHM MOTYT HMCTb (bOKaJIBHBIC

IMPHU3HAKH, OTHOCAIIHUECCA K MCCTOIIOJIOKCHHUIO HOpSHHe(I)aJIPI‘{eCKOfI KHUCTHI

Moxet BO3HUKHYTH SIUICITUICCKUMN CTarycC, BKJIIO4asa (I)OK&HBHBIﬁ

SIMWICNTUYECKUN CTaTyC,

Ocmoposrcrno! Y maumeHToB ¢ TOpIHIEPATUIECKON KUCTON, Y KOTOPBIX MPUCTYTIBI
Hayaiuch B OoJiee paHHEM BO3pPACTe, CO BPEMEHEM MOMKET W3MEHUTHCA THUII
IPUCTYIIOB C TMOSBJIEHUEM DSIHIECNTUYECKUX CHAa3MOB WA TE€HEPAIM30BAHHBIX
TUIIOB NPHUCTYIOB, TAKUX KaK aTUIHWYHbIE a0CAHChI, aTOHUYECKUE U TOHUYECKUE
npucTynbl. B 3Toil rpymnme wyamie BCTpEYarOTCsl HapyUIEHUs pPa3BUTHUS U
KOTHUTHBHBIE HapyuieHus. Eciu HaOMIOZaroTCs 3TH THUIIBI MPHUCTYIOB, Ba)XXHO
NOOUTHCSI TIOJHOTO KOHTPOJS HAJ NPUCTYNaMH, €CIU 3TO HE JOCTHTaeTrcs C
NOMOILBIO  JIEKAPCTB, CIEIYET PACCMOTPETH BO3MOYKHOCTh XHUPYPrUYECKOIrO

JICUEHUS AITUIICTICUHA
['enemuxa

Xapakmep Hacnedoganuss He UMEET 3HAUYCHHSI— B OOJIBIIMHCTBE CIy4YaeB M3-3a

IpUOOPETEHHOTO UHCYJIbTa MO3Ta.

H36ecmubvie cenbl

e He mmeer 3HaueHUA — B OOJILIIMHCTBE ClIy4JacB H3-34 HpI/I06p€TCHHOFO

WHCYJIbTa MO3Ta.
e COLA4ALl (penko)

Cemetinbili anamues HE HUMEET 3HAYEHUS — B OOJBIIMHCTBE ClIydyacB H3-3a

IPUOOPETEHHOTO UHCYJIBTA MO3Ta.
1.8.2.3. METABOJIMYECKHUE 2TUOJOI'NHN

MeTabonnyeckue dMUICIICUU KOHIETITYTU3UPYIOTCS KaK UMEIOLUE OTYETIUBYIO
METa0O0JIMYECKYI0 aHOMAJIMI0, KOTOpas, Kak ObUIO IOKa3aHO, B HaJUIeKaIUM
o0pa3oM pa3pabOTaHHBIX MCCIEAOBAHMIX, CBS3aHA CO 3HAUYNTEIHHO TTOBBIICHHBIM

PHUCKOM PA3BUTHA SITHUIICIICUH. MeTtaboanueckue HapymcHUA UMCIOT TCHCTUYCCKOC



IMPOUCXOKIACHHUC, OJHAaKo, KaK MBI B HaCTOAIICC BpeM: IIOHHUMAEM,
MeTa00JINUECKHUE dAHOMAJIMH SABJIIIOTCA OTACIbHBIM paCCTpOﬁCTBOM,

PaCIIOJIOKCHHBIM MCKAY IT'CHCTUYCCKUM I[GCI)GKTOM U SIIUJICTICUCH.

MeTtabonudeckne SMUICTICHU, KOTOPbIE BaKHO paciio3HaBaTh (OCOOEHHO Te, TIe
DTIUJICTICUSL  SIBIISIETCS TPEOOJafarolMM COCTOSHHEM U paHHee JICYCHHE

ONTUMU3HUPYET UCXO[), TPEACTABICHBI B ’TOM pazJieie:
e Jleduuut OMOTHHHUIA3HI U TOJIOKAPOOKCUIA3bI-CHHTA3BI
e Jlebuuur ¢oiata B Mo3re
e Hapymenus kpeatuHa
e [lpucrymsl, pearupyroiye Ha GOIUEBYIO KUCIOTY
e Cunapom nedunura Tpancnoprepa riaokossl 1 (GLUT1DS)
e MuTtoxoHApUaTbHBIE HAPYIICHUS
e [lepokcucoMalbHBIE HAPYILIEHUS

o Jlepumut nupunoxcun-3asucumort (ALDH7AT1)-DEE u nupugox(a)mun 5’-
dbocdat okcunassl (PNPO)

1.8.2.3.1. AEOUIUT BUOTUHUIA3BI U I'OJIOKAPBOKCHJIA3bI-
CHUHTA3bI

[Ipu neduimure OMOTUHUIA3HI HAPYIIAETCS HAOTCHHAs IepepadoTKa OMOTHHA.
Dnuencus BCTpeYaeTcs 9acTo, 9acTO HAUMHACTCS TOCTIE TIEPBBIX 3 UK 4 MECSIICB
YKU3HH U YaCTO B BUJIE SMIJICTITUYECKUX CIIA3MOB; TAKKE 4aCcTO HAOII01at0TCs
aTpodust 3pUTEILHOTO HEepBa U ToTeps ciayxa. KimouaMu K TUarHo3y sBISTFOTCS
ayonenus u AepMaTut. PedpakTepHpie MPUCTYIIBI OBICTPO PEarnupyroT Ha MajIbie
n03b1 OnoTuHa. [lpu nedunmre ronokapOOKCUIA3bI-CUHTA3bl CUMITTOMBI
HAYMHAIOTCS B HEOHATAIBHBINA repuo. [Ipuctymsl ciydatores pexe, y 25-50%

Bcex jAeteil. buotun taxkke 3pPpexkTUBEH MpU ITOM PacCTPOUCTBE.

1.8.2.3.2. IEOULUT ®OJIATA B MO3TE



Heduuut donarta B Mo3re onpeaensercs Kak HeBPOJIOTHUECKUN CUHAPOM,
CBSI3aHHBIM C HU3KUM cojiepkaHueM S-metunterparuapodonara (SMTHF) B
CITMHHOMO3TOBOM KUIKOCTH, aKTUBHOTO MeTaboynTa (oaTa, Mpu HATMIAN
HOpMaJIbHOTO MeTaboau3Ma doiaTa BHE HEpBHOM cucTeMsbl. Jledunur ¢osara B
MO3r€ MOXET OBITh Pe3yJIbTAaTOM JIMOO0 HAPYILIEHHOTO TpaHcnopTa onara, JInbo
MOBBIIIEHHOTO 000poTa pojaTa B LIEHTPAILHOM HEPBHOM cucTemMe. TUITHYHbIE
MPU3HAKH MPOSBIIAIOTCS C 4-MECAYHOTO BO3paACTa, MPOSBIISACH
pa3IpakKUTEIbHOCTBIO, HAPYIIEHUEM CHA, 3aJIEPKKOM pa3BUTHSA, MO3KEUYKOBON
aTaKCUEN, CITACTUYECKOW Naparuierueu, 3aMeIJIEHUEM POCTa TOJIOBHI,
POrPECCUPYIOIIMMHU HAPYIICHUSIMH CITyXa U 3pEHUSI, TUCKUHE3UEN U dIUIICTICHEN
(nabmromaercs y Tpetu aeteil). HelipoBusyanusaius nokassiBaeTt
POrPECCUPYIOLLYI0 aTpoHIo U AeMueTnHU3auI0. [I[puYrHbI BKIIOYAIOT
NaTOreHHbIE BAPUAHTHI B PELENTOP-OMOCPEAOBAHHOM OeJke (OoJIaTHOTO
peteriropa 1 (FR1), anTarorucTsr ¢goara (HeoOpaTUMOE CBSI3BIBAHUE WITH
aHTHUTENa, KOTOpbIe OJIOKUPYIOT CBsA3bIBaHMUE (osiata ¢ FR1) u npyrue npudnnsl
bynkunonansHeIx HapymeHnuit B FR1. Bropuunsie popmer nedpunmra ponara B
MO3Te ObUTH BBISIBJICHBI ITPU XPOHUUYECKOM UCIOJIb30BAaHUU aHTHU(OIATHBIX
(BKJIFOYAsi MPOTUBOCYIOPOKHBIE) MPEMAPATOB U MPU PA3TUYHBIX COCTOSIHUSX,
TaKux Kak cuHapoM Perrta u cunnpom Alikapau-I'yteepeca. JleueHue npoBoanTCS

dboamHOBOM KHUCIOTOM 1151 HopMayin3aluu 3Hauenuii SMTHF 8 CMXK.
1.8.2.3.3. HAPYHIEHUS KPEATHUHA

Hapyuienus metabonn3ma KpeaTuHa BKIIOYAIOT TPU Pa3IuYHbIX JAedeKTa:
HapylIeHUEe TPAHCIIOPTa KpeaTuHa B MO3T NpH epekTe X-CBA3aHHOTO
TpaHCHopTepa KpeaTuHa U HapyIlleHre cuHTe3a kKpeaTtuHa npu nedumure GAMT
(ryanununoanerarmeruntrpancdepassl) u AGAT
(aprunuHTIMIIMHaAMAIUHOTpaHChepasbl). Tonbko nedpurmur GAMT perynsipHO
CBSI3aH C 3MUJIETICUEN, KOTOpas YacTO HE MOAAAETCSI OOBIYHOMY JICYEHHUIO.
JloGaBieHue kpeaTuHa caMo 1Mo cebe 4YacTo MPUBOAUT K yiIydileHuto. Moryt

BO3HUKATh HECKOJILKO TUIOB MPUCTYTOB. Y MJIaJCHIIEB MOXKET HaOII01aThCs



CUHIpPOM I/IH(I)aHTI/IJ'IBHLIX SMUJICHTUYCCKHUX CIIa3MOB. ATUITUYHEIC a6caHCBI,
ATOHUYCCKHUEC U I'CHEPAIM30BAHHBIC TOHUKO-KIIOHUYCCKUEC IMPUCTYIIbI

pacrpocTpaHeHbl B 60Jiee O3 THEM JIETCTBE.
1.8.2.3.4. MPUCTYIIbI, PEAKTUBHBIE HA ®OJIMHOBYIO KUCJIOTY

DT0 METa0OJINIECKOE PACCTPONCTRO SIBISIETCS AJUIEITBHBIM COCTOSTHUEM
MUPUIOKCUH-3aBUCUMOM AMUJICTICUU CO CXOXKHUMHU OMOXUMHUYECKUMHU MapKepamH.
VY nroaeit MokeT OBITh YaCTUYHBIA OTBET HA MUPUIOKCHH, TOTJA MOXKET
OTPeOOBATLCA COBMECTHAs Tepamnus ¢ (OTMHOBOM KUCIOTON. BemyTes
UCCIIeIOBAaHUSI MeXaHu3Ma peakiuu GOJTMHOBOM KUCIOTHI. B nccnenoBanusix
OMOTr€HHBIX aMUHOB B CHMHHOMO3TOBOH KUAKOCTH HAOIIOAAaETCSI HEU3BECTHBIN

nuk (muk X).

1.8.2.3.5. CHHAPOM JE®UIINTA TPAHCIIOPTEPA TJIIOKO3HI 1
(GLUT1DS)

[TpeobnagaronuM THIIOM MPUCTYTIOB TIPU STOM META0OIUIECKOM PacCTPONCTBE
SIBJIIIOTCSI A0CAHCHI; TaK)Ke HAOII0JAl0TCSI MUOKJIIOHUYECKUE U (DOKATIbHBIE
npuctynbl. Oxono 10% mainureHToB ¢ paHHUMU abcaHcamu U 5% MaleHToB ¢
AIUJIETICUEN C MUOKJIOHUYECKHUMU ATOHUYECKUMU MIPUCTYyIAMU UMEIOT CUHIPOM
nedunutra GLUT1. BecoMbIM npu3HAKOM SIBISIETCS HAJTUYKE MAPOKCU3MATbHON
JTMCKWHE3WH, BEI3BAHHON (DU3NYECKUMU YIPAKHCHUSIMH, Y WICHOB CEMbU (WM Y
NOPAKEHHOT'0 YEJIOBEKA), KOTOPAasi MOKET yCHIIMBATHCS YTPOM WIIH IIOCJE epruoaa
rojiojlanus 1 obsieryarbes yriaeBoaamu. Ketorennas quera siBIsieTCs METOI0M
BbIOOpa mpu cunapome aeduuuta GLUT1 1 MOXeT npuBecTH K KOHTPOJITO
MPUCTYNIOB U MOTEHUHUAJIBHO YIYUYIIUTh KOTHUTUBHBIE PE3YJIbTaThl. J(Maruos
MO>KHO 3a10JJ03pUTh, €CJIM 0OHAPYKEHO CHUKEHHOE COOTHOILIEHUE TJIFOKO3bI B
CITUHHOMO3TOBOU XKUAKOCTH U KpoBH (< 0,46). JInarno3 MOKeT ObITH
MOJATBEPKIEH MMyTEeM MMOMCKA CHU)KEHHOT'O TPAHCIIOPTA TIIFOKO3bI uepe3 MeMOpaHy
3pUTpOLUTA (KOTOPask HECET TOT K€ NEPEHOCUHK TIIFOKO3bI), a TAKKE ITyTEM
aHaM3a NaTOT€HHBIX BAPUAHTOB CEMENCTBA NTEPEHOCYMKOB PACTBOPEHHBIX

BEILIECTB 2, 'eHa 00JIeTYeHHOro nepeHocunka rmoko3sl 1 (SLC2AT).



1.8.2.3.6. MUTOXOH/IPUAJIBHBIE 3ABOJIEBAHUS

Onuiiencus (¢ BbIPaKEHHBIMU MUOKJIOHMYECKUMU MIPUCTYIIAMU) SIBIISIETCS 0011ei

YepTOH psiia MUTOXOHIPUAIIBHBIX PACCTPOMCTB, BKITIOYAS:

e Paccmpoucmesa, cesazantvle ¢ 2amma noaumepazou (POLG) — BO3HUKAIOT
TPYIHOU3IECYNMBIC PUCTYTIBI C AMUICTITHYSCKIM CTaTyCOM U
POAOHKEHHOHN MapIuaibHOMN SMUIIETICHEH, C perpeccoM pa3BUTHSI U

HapylieHueM (pyHKIMHM nedeHu. BoI3biBaeTcsl MaTOreHHBIMU BapHaHTAMU

POLG.

o MELAS (mumoxonopuanvhas snyeparonamus ¢ 1aKkmamayuoo3om u
UHCYTIbMONOOOOHBIMU INU300AMU) YACTO PUBOJAUT K MIPUCTYIIaM, OCOOCHHO
BO BpEMs OCTPBIX HHCYIBTOIOAO0HBIX MTU300B, KOra (hOKaTbHBIE
MPUCTYIIBI BO3HUKAIOT B BOBJICYCHHBIX 00JACTIX KOPhl. MOXET BO3HUKHYThH

IMPOAOJIKCHHAA ITaplraJIbHas SITHUJICTICUSI.

o MERRF (Muoknonuyeckas dnuiencusi ¢ peaubiMu KPAcHbIMU 80JIOKHAMU)
MPOSIBIIIETCS] BO BTOPOM JIECSITUIETUU WU TI03KE KaK MPOTrpeCcCUpyroIias
MHUOKJIOHUYECKAs SMUIICTICUS C THTMYHBIMU pe3yibTatamu J3I, B Buje
TUTaHTCKUX COMAaTOCEHCOPHBIX MOTEHIIMATIOB U CBETOUYBCTBUTEIBLHOCTH.
KnvHnueckn y marueHToB HaOJII01at0TCs BRIPAYKEHHBIE MUOKIIOHUYECKHE

MPUCTYTIBI, @ TAKXKE IPYTUE TUIIBI IPUCTYIIOB.
1.8.2.3.7. HEPOKCUCOMAJIBHBIE PACCTPOMCTBA

[IepokcucomanbHbIE pACCTPOMCTBA SBIIAIOTCA PEAKOW IPUUNHON SITHAJICTICHH,
OOBIYHO MPOSIBIAIOIIEHCS TPUCTYIAMH B pAHHEM BO3PAcTe Y HOBOPOKICHHBIX MITU
MJIaJICHIIEB C TSDKEJIBIMU HEBPOJIOTHUECKMMU HapylmeHussMuU. [Topoku pa3BuTus
KOPbI MOTYT COITyTCTBOBATH OIPEIEIEHHBIM ITEPOKCUCOMAIBHBIM PACCTPOUCTBAM,
BKJItouasi cuHapom LlenpBerepa u HeOHATABHYIO aAPEHONIEHKOAUCTPODHUIO.

MOFYT BO3HHUKATh O4YaroBbIC ITPHUCTYIIbI, TCHCPAIU30BAHHBIC IIPUCTYIILI U



SIMHUIICTITUYCCKUEC CIIa3MBI. J_—[I/IaI“HOCTI/IKa IMPOBOAUTCS ITYTEM BBIABJICHUA

AHOMAJIbHBIX ypOBHCﬁ OYCHDb AJIMHHOLICIIOYCYHBIX JKUPHBIX KUCIIOT.

1.8.2.3.8. Aedpuunt nupuaoxkcun-3apucumoro (ALDH7A1)-DEE un
nupugokc(am)uu 5’-gocpar oxkcugassl (PNPO)

[Tpu nupunokcun-3aBucumoM DEE nabmogaetcs neekt o-aMUHOAIUITHHOBOTO
nonyanbaeruaa (AASA) aeruaporeHasbl ¢ HAKOIJIEHHEM MPOAYKTOB, KOTOPbIE
WHAKTHUBUPYIOT MUpUI0KcaTb-5-hocdar (PLP). buoxumudeckue mapkeps
BKJIFOUYAIOT MOBBIMICHHBIN YpoBeHb AASA (crierududecKkuii) v MUMEKOTMHOBOM
KHUCIIOTHI (Hecnenuduueckuii) B Moue, mia3mMe 1 CHMHHOMO3TOBOM KUIKOCTH
(maxe mpu seyeHuu ). J(narao3 moATBepKAACTCA OOHAPYKEHUEM TATOT€HHOTO

BapuaHTa B reHe anTukBuTHHA (ALDH7A1, XpoMocoma 5q31).

[Tpu pedurure mupuaokc(am) vl 5'-pocharoxcuaassl (PNPO) Onoxumuueckue
MapKepbl MOTYT OBITh HE HPOPMATUBHBI, 1aBast TUIIb HE3HAYUTEIIbHbIC
pe3ynbraThl. JlobaBneHne nupugokcuHa Hed(h(PEeKTUBHO, MAI[IeHTaM TpeOyeTcs

PLP mis ynydieHus HEBpOJIOrHYE€CKOTO COCTOSTHUA.

Kaxk npu nupunokcun-3apucuMoM-DEE, tak u ipu nepuniure PNPO Tsxects
COITyTCTBYIOIIEH MUJIEIICUN MOYKET BAPbUPOBATHCS OT TSKEJIBIX PAHHHUX
AMUJIETICUI (C MaTTepHaMH BCIIbIIKA-TIOIABIICHUE) 10 TPYIHOU3ICUUMbBIX

(b OoKaTbHBIX MPUCTYTOB. MUOKIIOHUYECKUE TIPUCTYITBI 1 HEOOBIYHBIC
BpAILIATEIbHBIC WIIM KAYAOIIHUECS JBUKEHUS IJ1a3 C KUBAHUEM T'OJIOBBI SABJISOTCA
OTJIMYUTENBHBIMU MTPU3HAKAMU IPUCTYIIOB. JIF000i pedeHOK ¢ HauaIoM
TPYIHOU3IICYMMBIX ITPUCTYIIOB B BO3PACTE 70 2 JIET HYKIAa€TCS B MPooOe
nupugokcrHa u I1JII1 B TeueHne kak MUHUMYM OJHOTO Mecsia. HoBOpOKIeHHBIX
MOKHO OIIMOOYHO CYUTATh OOJIBHBIMU T'MIIOKCUYECKU-UIIEMUYECKON
sHIe(DATONaTHEH, TOCKOIBKY OHH MOTYT OBITh B TUIOXOM COCTOSTHUU TIPH
POKJIEHUHU, UMETH JIAKTATAllM03 U UCTOPUIO (PeTaIbHOTO JUCTpEcca B poaax.

Hpem):[eBpeMeHHHe POALI ABJIAOTCA OOBIYHBIM SIBJICHHEM.

1.8.2.4. AMMYHHOM THOJIOT A



3mu0.7102ll}l, C6A3AHHAA C anmumejiamu

e aHTH-NMUJa-penenTopHbIi SHIEDATUT

® aHTHUTENA K MOTEHIHMA-YIIpaBiIsieMoMy KanueBomy kaHamy(lgil umu caspr2)
e anTHTeNna kK gado5

e aHTHUTENA K gaba-b perientopy

® AHTHTENA K ampa perenTopy

® cTepouI-3aBUCHMAs SHIIe(anonaTus, CBA3aHHAS C TUPEOUIHOM O0JIE3HBIO

® [ICJIMaKusg, CHHAPOM JSIIUJICIICUHY U BHYTPHUMO3I'OBLIX K&J’IBHI/I(I)I/IKaTOB

1.8.2.4.1. AHTU-NMDA-PEIENITOPHBIN DHIEDAJIAT
AHnTHUTENna HanpaBiieHbl TpoTuB cyobeauHuIlbl NR1 NMDA -penentopa.

Knunuueckue NPpOABIIEHUA O0OBIYHO BKJIFOYAIOT:

[IpoapomMasnbHbIi EPUOA, KOTOPBIA MOXKET JUIUTHCA HECKOJIBKO HEJIEIIb,

CUMIITOMBI BKJIIOYAIOT JIMXOPAJIKY, TOJIOBHYIO 00JIb, TOIIHOTY, PBOTY U AHAPEIO.

Cumnromaruueckas ga3a, CHMITOMBI MOTYT BKJItO4aTh: [Icuxuarpuyeckue u
IIOBEICHYECKNE CUMIITOMBI: TPEBOKHOCTh, CTPAHHOE IOBEACHUE, ACIUPHH,
napaHousi. becconnuily unu runepcomuuto. M3meHenne ypoBHs CO3HAHUS.
[Ipuctynsl (hokaabHbIe UM T€HEPATU30BaHHbIE). J[BUraTeIbHbIe PACCTPONCTBRA:
OpaJIbHO-MOTOpPHAs JUCKUHE3U, Xopeouasl. | unoseHTrwisAnmMI0. BereratuBHbie

HU3MCHCHUS: HCACPIKAHUC, TAXUKAPANA, TUIICPTCH3UA, THIICPTCPMUA.

B nepedpocnunanbHoi xxuakocT (LIC)K) MoryT ObITh BBISIBICHBI
IUMGOLUTAPHBIN TIEOIUTO3, MOBBIILIEHUE YPOBHS O€JKa, MOJI0KUTEIbHbIC
OJINTOHYKJICOTUIHBIE TI0JIOCKL. B ofHOM Tpetu ciiydyaeB MPT o0br4HO aHOMaNbHA C
TUIEPUHTEHCUBHOCTBIO KOPBI/MIOAKOPKU. DI yacTo nokassiBaet quddysHoe
3aMeIJIEHUE U MOKET MTOKa3bIBaTh SKCTPEMAJIbHBIN ATTEPH JI€IbTA-IIETOK.
Jlnarnos noareepknaercs BoigBieHreM antutesl Kk NMDA-peuentopy B LHCXK (B
CBIBOPOTKE MOTYT OBITh OTPULIATENbHBIC). Y KEHIIUH PUCK PA3BUTHUS TEPATOMBI

SIMYHHUKOB BBICOK, U 9TO CJIICAYCT NCKIKOYUTD.



1.8.2.42. AHTUTEJIA K HIOTEHIUAJI-YIIPABJIAEMOMY
KAJIMEBOMY KAHAJY (LGI1 nau CASPR2)

AHTHUTETIA, HATIPABJICHHBIE IPOTUB KAIMEBBIX-KAHAJIOB, CBS3BIBAIOTCS C IPYTUMH
oenkamu, Brirouast LGI1 (Genok, 6oratbiii J€HIIMHOM, MHTHOUPOBAHHBIN TITMOMOM
1) 1 CASPR2 (cBs3aHHBIM 0€JI0K 2), 9TO IPUBOJIUT K 00OPa30BaHUIO0 KOMILIEKCHBIX
aHTUTEN. DTU aHTUTEJIA BHI3BIBAIOT TUMONYECKYIO YHIE(DATOMATHIO C TAKUMU

OOIIUMH TPU3HAKAMU

o IloTeps KpaTKOBPEMEHHOU NAMSTH.

« HekonTtponupyembie (okalibHbIE IPUCTYIIBI C BHICOKOW YaCTOTOM, 4acTo €
pU3HAKaMU MOPaKEHUs BUCOYHOM J10JI; OJIHAKO (POKaTIbHBIE CEHCOPHbBIE
00OHSTENbHbIE PUCTYIIBI UIN (POKAJIbHBIE BET€TaTUBHBIEC TPUCTYIIBI C
NUJIO3PEKIHEN (C APOKAHUEM) SIBISIOTCA XapaKTEPHBIMU JIJIS1 3TOU
JTHOJIOTHH.

o DokanpHBIE MOTOPHBIE ITPUCTYIIBI C JUCTOHUEN B JIULE U PYKE
(KpaTKOBpEMEHHBIE AMHU30/1bl OAHOCTOPOHHEN IPUMACHI JIULa U
NO3UPOBAHUS PyKH) — XapakTepHo ais anturen k LGI1.

o ['mnonarpuemus.

o JluzaBTOHOMMUSI.

o Hapymenus cha.

. HCI/IXI/IanI/I‘-IeCKI/Ie CHUMIITOMBEI.

OO6b1yHO HOpMabHbIE pe3yibTarsl LICK. HelipoBusyannsanns MoxXeT ObITh
HOpPMAaJIbHOM, HO 4aCTO MOKa3bIBAET TMIIEPUHTEHCUBHOCTh BUCOYHOM 00JIaCTH Ha
T2, 0o0b1uHO acuMMeTpHUHYIO U 0e3 ycmiieHus. 91" yacTo nmokasbiBaeT JIOOHO-
BHUCOYHOE WJIM T€HEPAIM30BAHHOE 3aMEJICHUE, a TAaKXKe (POKaAJIbHbIE
IIIenTUGOPMHBIE pa3psiibl B BUCOYHOM JoJie. Jlnarnos moarBepskaaeTcs
BBISIBJICHUEM aHTUTEN K KaJIMEBBIM-KaHAJIaM B CbIBOPOTKE (Miau anTuTes Kk LGI1

un CASPR2), anturena moryt orcytctBoBaTh B LICXK.



1.8.2.4.3. AHTUTEJIA K GAD65

Huzkue tutpsl GAD65 yacTto BCTpeuyaroTcs Kak MapKep TUPEOraCTPUUECKON
ayTOMMMYHHOCTH M HE BBI3BIBAIOT OCCIIOKOMCTRBA TIO MTOBOIY HEBPOJIOTHYECKUX
3a0osieBaHuil. OueHb BBICOKHE TUTPHI (>20 HMOJIB/J B CHIBOPOTKE) MOTYT OBITh
CBSI3aHBI C IEPEMEHHBIMU HEBPOJIOTHUECKIUMHU CUMIITOMAMHU, BKITIOUYAs

AUMOUYECKy1o 3HIIepanonaruio. Jlnarno3 NoaTBEPKIACTCs BHISIBICHUEM aHTUTEN

kK GADG65 B LICXK.
1.8.2.44. AHTUTEJIA K GABA-B PELIEIITOPY

AntuTtena k perentopy GABA-B MoryT nposiBIsSITbCS TUMOUYECKOM
sHIIe(aTONaTHEN 1 YaIe BCEro 0OHAPYKUBAIOTCS Y B3POCIBIX C MEJIKOKJICTOYHBIM
pakoM Jierkux. /{lnaraos noaTBep:KaaeTcs BhISIBICHUEM aHTUTEI K PELENTOpy

GABA-B B chIBOpOTKE.

1.8.2.4.5. AHTUTEJIA K AMPA PELHEIITOPY

Antutena k AMPA peuentopy MOTyT IpOSIBISITECS JINMOUYECKON SHIIe(aionueit
Y Yalle BCEr0 BCTPEYAIOTCS Y MOKUJIBIX MMALIMEHTOB B CBS3U C PAKOM BHJIOYKOBOU
JKE€JIe3bl, MOJIOYHOM KeJIEe3bl UM JETKUX. JIMarno3 noATBEPKAAECTCS BBIIBICHUEM
antuten Kk AMPA penentopy B CBIBOPOTKE. YUHMTHIBAsI PUCK paKa, €ro CIEAyeT

HCKIIIOYHNTD.

1.8.2.4.6. CTEPOU1O-3ABUCUMASA DHUE®AJIOIIATUSA, CBA3AHHAS
C BOJIE3HBIO IIIUTOBUTHOM KEJIE3bI

AHTH-TPO aHTHTENA, NPUCYTCTBYIOIIUE IIPU ITOM PACCTPOMCTBE, SIBISIOTCS
OOBIYHBIMU B MOMyJsiiuu. [loaTOMy npeanaratroTcs cieayouue KpuTepuu s
KJIMHUYECKOI0 JMarHo3a CTEPOM10-3aBUCUMOM SHIE(DATONaTHH, CBA3AHHOM C

00JIE3HBIO IIUTOBUIHON JKEJIE3HI:

« OHuedanonatus ¢ KOTHUTUBHBIMH HAapYIIECHUSIMH,
HEHPONCUXUATPUUECKUMHU MTPU3HAKAMU, TIPUCTYTIAMU W/UITH (POKATbHBIMU

HCBPOJIIOTHUYCCKUMU ,Z[C(I)I/IHI/ITaMI/I.



o DyYTHUPEO3 UM YMEPEHHBIN T'MIOTUPEO3 (HEOOXOAMMO MPOBEACHUE OLIEHKU
ypoBHsi T4 u TTT).

o Her nokasarenbcTB TOKCHUECKOM, META0OINYECKON, MHMEKITMOHHON WU
HEOIUIACTUYECKOU MPUYHH.

o Her npyrux cnenuduiecknx aHTH-HEUPOHATHHBIX AaHTUTEIL.

o Her uzmenennit Ha MPT, cBUAETENBCTBYIOIIUX O COCYIUCTOM,
HEOIUIACTUYECKOM WJIM IPYTOM CTPYKTYPHOM 3THOJIOTHYECKOM (paKTOpE.

o [lonHBIN WM TOYTH MOJIHBIN OTBET HA CTEPOUIBI.

Jlnarso3 noaTBEpKAAETCS BBISIBICHUEM aHTUTEN NPOTUB aHTH-TPO B CHIBOPOTKE
Y UCKJIFOUEHUEM APYTUX 3TUOJIOTUH (TpeOyeTcsl HOJHOE TECTUPOBAHUE CHIBOPOTKU

u LICK, BKiIrOYast NOMCK APYTHX aHTU-HEMPOHAJIBHBIX aHTUTEN).

1.8.2.4.7. HEJIUAKUSA, CUHIPOM SIIUJIEIICUU U
BHYTPUMO3I'OBbBIX KAJIBIITU®GUKATOB

CBs13b MEXKy dMUJIETICUEN U LeraKkuen Obl1a IpeIMETOM 00CYKACHUS, OJJHAKO
OHa He ObUIa yOeIuTeIhHO YCTaHOBJICHA B O0JIee TIIATEIbHBIX UCCIICTIOBAHMSIX.
[enumakusi, sniuaencust ¥ KaablUu(PUKaThl B 3aTHUIOYHONU 00JIaCTH — PEAKOe

COCTOSHHNEC C TAKMMH XapPaKTCPUCTHUKAMU

o Cpennuii Bo3pacT Hayana — 6 JieT.

o bunarepanpHbie KOPTUKAIBHBIE/TTIOAKOPKOBBIC TEMEHHO-3aTHIOYHBIC
KasbIupukanuu 06e3 arpoduu Mosra.

« UYacTtsle (hokaTbHBIE CEHCOPHBIE 3PUTEIbHBIE IPUCTYIIBI, KOTOPHIE MOTYT
pa3BHUBaTHCS B (POKATBHBIC C TIOCIEAYIONUME OUITHaTepaTbHBIMU TOHUKO-
KJIOHMYECKUMU TTPUCTYTIaMH.

o MHorue city4an moIar0TCs ICYCHUIO TIPOTUBOCY TOPOKHBIMU
npernapaTamu, OJTHaKO HEKOTOPHIC, IJIsi KOHTPOJIS MIPUCTYIIOB, TPEOYIOT

OE3rJIFOTEHOBOU IUETHI.

1.8.2.5. ”THOEKIIMOHHBIE 2THOJOI'NHU



Camast pacripoCTpaHEHHast STUOJIOTHSI SIUIETICUU BO BCEM MUPE —
nH(eKIMOoHHAas, 0COOCHHO B pa3BUBAIOIIMXCS cTpaHaX. MH(eKIuu 1eHTpaibHoi
HEPBHOU CHCTEMBI MOTYT BBI3bIBATh KAK OCTPbIE CHMIITOMAaTUYECKUE
(cipoBOLMPOBAHHBIE) TPUCTYIIBI (KOTOPHIE BOSHUKAIOT B TECHOU CBSI3U CO
BpPEMEHEM MEPBUYHOT0 HHPUIIUPOBAHUS ), TaK U dnmiencuio. MHpekunonHsie
ATHOJIOTHH BKJIIOYAIOT TyOepkye3, BUY, nepebpanbHyto Mamsipuio,
HEUPOIMCTUIICPKO3, TTOJAOCTPHIN CKICPO3UPYIONIHMI MaH HIIePaTHT,
1epeOpasbHbIM TOKCOIIa3MO03. DT UHPEKIUN HUHOT/Ia UMEIOT CTPYKTYPHBIHI
KOPPEJIAT, OJTHAKO OCHOBHOM MPUYMHOM MUIICTICUU SBIISCTCS WH()EKIIMOHHBIN
npotuecc. UHpexkmoHHas 3THOIOTHS MOKET UMETh ONPEIEICHHbIE TTOCIIEICTBUS
i nedenus. CyIecTBYIOT TaKkXKe MOCIEACTBUS A1l OOIIECTBEHHOTO
3JIpaBOOXpaHEHUs, TOCKOJIbKY MPOPUIAKTUKA TAKUX UHPEKIIUI MOXKET CHU3UTD

Opemsi AMUIIETICUU, 0COOEHHO B Pa3BUBAIOIINXCS CTPaHaX.

1.8.2.5.1. BAKTEPUAJIbHBIA MEHUHTUT WIHN
MEHUHI'OOHUE®DAJIUT

HauGoiee pacpocTpaHeHHBIMH 3THOJIOTHSIMU OaKTEpUATIbHOTO MEHUHTUTA
SBJISIFOTCSI MEHUHTOKOKK, THEBMOKOKK U reModuibHas nanouka B. Octpreie
MPUCTYIIBI MOTYT BO3HUKATh U3-3a JINXOPAJKU UM OCIOKHEHUH, TAKUX KaK
cyOypanbHble CKOTUICHHUS, BOCTIalieHne Wik UH(papkT Mo3ra. [IporpaMmbl
UMMYHU3AII MOTYT CHU3UTh 3a00JIeBA€MOCTh OIPEICICHHBIMU

OaKkTepuaIbHBIMU MEHUHTUTAMU.
1.8.2.5.2. HEPEBPAJIBHAS MAJIAPUS

Plasmodium falciparum B ctpanax Adpuxu k rory ot Caxapbl MOXKET BbI3bIBaTh
HEBPOJIOTHYECKHE OCIIOKHEHUS Y TIOJIOBUHBI 3a00JI€BIINX. DTa WHOEKITHS
SIBJISICTCS] HAMOO0JIee pacIPOCTPAHCHHON TPUYUHOMN AMIICTITHYECKUX MTPUCTYTIOB B
3THX peruonax. llepebpanpHast Manspusi ¢ COMYTCTBYIOIICH KOMOW MOYKET OBITh
dartanpHOM, 0coOeHHO y nmereit. Plasmodium vivax B A3UH BBI3BIBAET CXOXKHUE

HCBPOJIOTHUYCCKUC OCIOKHCHUSA U SITUJICIICUIO.



1.8.2.5.3. HEPEBPAJIbHBIA TOKCOILJIA3ZMO3

TokcorrazMo3, BCTPEUAOIIMICS BO BCEM MUPE, BbI3bIBaeTcs Toxoplasma gondii.
JIuna ¢ XopouIuM UMMYHHUTETOM MPU NMTEPBUYHON HHPEKIIUHA 0OBIYHO
OEeCCHMITOMHBI, HO MOXET BO3HUKHYTh JJaTCHTHAsI MHMEKIUS. Y MaueHTOB ¢
uMMyHoaeuiuTom, ocooenno ¢ BUY, peaktuBarius MoKeT BbI3BaTh 3a00JICBaHHUEC
(006wraHO, KOTIA KOmraecTBO JuMporutoB CD4 magaet ke 100 kmetox/mMm3). Y
OOJBIIMHCTBA MAIIUEHTOB C LIepeOpaIbHBIM TOKCOILIIa3MO30M HaOII0AAI0TCS
MHO>KECTBEHHBIC KOJILIICBUIHBIC TTOPAKEHUS MO3Ta, YacTO CBSI3aHHBIC C OTCKOM U

CKJIOHHOCTBIO K HOpa)KeHI/IIO 621321HBHI)IX TaHI'JIUCB.
1.8.2.5.4. IMB

[IMB sBnsieTcsi camoii pacipocTpaHEHHON BUPYCHOM HH(DEKITHeH mIoa.
Nudexuua HHC mnona nocine 20 Henenb O6peMEHHOCTH MOKET BbI3BaTh MOPOKHU
pa3BUTHS KOPHI (BKITIOUYAS MTOJTMMUKPOTUPHIO U MU33HIIe(Danio) 1
BHYTPHUYCPEITHYIO KaTbIIU(PHUKAIIAIO B pa3BUBAIOIIEMCS MO3re. TakKe MOKET
BO3HUKHYTH Npsimas nepuHatanbHas nadekuus [[HC [IMB, knuandeckue
IPU3HAKN KOTOPOU MPOSBISIOTCS MOCTIE HHKYOAIIMOHHOTO Tieproa 2—6 Heaenb. B
uenom, 90% nopaxeHHbIX MIAICHIIEB POXKIAIOTCS OECCUMIITOMHBIMU, YTO
3aTpyIHSET PaHHIOK MPABUIIbHYIO JUArHOCTUKY HelpouHpekuuu [IMB. ¥V
HEKOTOPBIX U3 3TUX MIIAJICHIIEB CECHCOHEBPAIIbHASL TYTOYXOCTh MOXET MPOSBUTHCS
TOJIbKO Ha Oosiee mo3gHeM cpoke. Onnako y 10% miazieHiieB MOTyT ObITh paHHUE
CHUMITTOMBI, KOTOPBIE MOTYT BKJIFOUaTh MUKPOIe(Danto, aHEMHUIO,
TPOMOOIUMTONEHUIO, TEMATUT, XOPUOPETUHUT, HEBPOJIOTMUECKUE HAPYIICHUS U
CEHCOHEBPAIbHYIO TYTOyX0CTh. J{uarno3 craButcs mytem oOHapyxenus JJHK
IIMB B cniuanomo3sroBoi xuakoctd. JJHK [IMB Takke MoxeT ObITh 0OHapYKeHA
B Moue. [IpucTynbl MOTYT BOSHUKHYTh B IEPBBIN MECSI ’KU3HH, B IEPBBIN TOJ WU

PCAKO ITO3KC. Jleuenue IFaHOUKIIOBUPOM MOKCT YJIYHIOIUTh KIIMHUYCCKOC TCUCHUC.

1.8.2.5.5. BUY



[IpucTymbl MOTYT OBITH pe3yJIbTaTOM NEePBUUYHOM 1epedpaibHON BUY-undexun,
0COOEHHO y AeTell. Y B3pOCbIX OOJBIIMHCTBO NPUCTYIIOB BbI3BAHBI
COITYTCTBYIOIIMMHU ONTMOPTYHUCTUICCKUMU NH(PEKITUSIMH [IEHTPATHLHOM HEPBHON
CUCTEMBI, TAKUMHU KaK TOKCOIUIa3M03, KPUIITOKOKKOBBI MEHUHTHUT U

TyOEpKyJIEMBbI; WJIA U3-3a BTOPUYHBIX HEOIUIACTUYECKUX MTOPAKEHUN.
1.8.2.5.6. HEHPOIIUCTEPUKO3

Heiipoumctuiiepkos BoI3bIBAETCS YIIOTPEOICHUEM TUIIN, 3apaKeHHOM sifliaMu
Taenia solium. Slitia BEUTYTUISIFOTCS] B KMIIICYHUKE, TUYMHKA MUTPUPYIOT B
HEHTPAIbHYIO HEPBHYIO CUCTEMY U 3aTeM 00pa3yroT HUCTHI. [{ucThl umeroT
yeThipe (aspl: 1) BesukyisapHas (ObeccuMnToMHAs); 2) KOJUTOUIHAS (eTeHepaIus
U BOCITAJICHKE); 3) 3epHUCTO-y3€JIKOBas; U 4) Kayblupukaius. XoTs Cy10poru
Yaiie BCEro CBA3aHbI C JIETeHepaleil KUCThl, OHM MOTYT BOHUKHYTH Ha JIF000i
cTaauu. XOoTsa HEHPOLUCTUIIEPKO3 00Jiee pacCpPOCTPAHEH B Pa3BUBAIOIIUXCS
ctpanax (Jlarunckas Amepuka, Unnusa u Adpuka), 11014 B pa3BUTHIX CTPaHAX
MOTYT OBITh TOPAXKEHBI, €CJIU OHU COBEPILIATIN MOE3/AKH 32 TPAHUILY B SHIEMUYHbBIC

paNOHBL.

Jlnarnoctruka HEHPOLMCTHUIIEPKO3a CI0YKHA; HU OJIUH IMarHOCTUYECKUH TECT He
BBISIBIISIET BCE Clly4dad. [[MarHo3 3aBUCUT OT MOAJAEPKUBAIOIIEN KIMHUYECKON
ucTopud (BKJIFOYAsi HCTOPHUIO BO3JICUCTBHS), PE3YITATOB JIA0OPATOPHBIX
WCCIIEIOBAHUM M Pe3yJIbTaTOB BU3yaIU3alluU. Y OOJIBIIMHCTBA MMAI[UEHTOB
pe3yJbTaThl HEUPOBU3YAIM3ALIUH HE SIBISIFOTCSI TATOTHOMOHUYHBIMU. Eciin BHYyTpH
KHUCTBI BUACH DKCIICHTPUYHBIA CKOJIEKC, HEUPOIMCTUIIEPKO3 MOMKHO
JIMarHOCTUPOBATh C YBEPEHHOCTHIO. BO BpeMs ereHepariuu KUCThl HA CHUMKaX
MO>KHO HaOJIOAaTh KOHTPACTHBIE OYard C OKPY KAIOIITUM OTEKOM.
NmvmyHOpEpMEHTHBIN OJOTTUHT SBJISETCA HanOOJee TOYHBIM CEPOJTOTUUECCKUM
TecToM. OTpUIIATENBHBIN CEPOTOTUUECKUN PE3YIbTAT HE UCKITIOYAET
HEeUpOUUCTULIEPKO3. UyBCTBUTENBHOCTD 3TOI0 TECTA BBIIIE HA PAHHUX CTaJAUSIX
uHpeKknu (Koraa y Jrojieid 4acTo HeT CUMIITOMOB) U HIDKE Ha TIO3JTHUX CTaIUsAX

3a00seBaHus (KOT/Ia y JIFOJIEH €CTh CUMITTOMBI, a 09aru KaJIbIIMHUPOBAHBI).



UyBCTBUTEIHHOCTD TIPU HATMYUU MHOXKECTBEHHBIX BHYTPHUEPEITHBIX KUCT BBIIIIE
(90-100%), HO HU*KE (20-30%), KOT/1a BOCHIATICHUE OTCYTCTBYET MJIH MPH

HaJIUYUN OTHOUW KUCTBHI.
1.8.2.5.7. TYBEPKYJIE3

[IpucTymbl MOTYT BO3HUKATh MPU MEHUHTO-TYOEPKYJIe3€ H3-3a [IepeOpaTbHOTO
BaCKyJIMTa U MHPAPKTa, OCOOEHHO y MAJICHbKUX JI€TEN U Y JIIOJIEH,
kouHuupoBanHeix BUY. [Ipuctynsl ¢ oyaroBbIMu Npu3HaKaMH TaKKe MOTYT
BO3HUKATb BCIIEACTBUE TyOEpKyJIeM, ONPENEIAEMBIX KaK KOJIbIEBBIE OUaru

YCUJICHHS IPU HEWPOBU3YATU3ALIUU.
1.8.2.5.8. BUPYCHBIN DQHIE®AJIAT

OHuedanuT ABISETCS MPU3HAHHBIM OCJIOKHEHNEM UH(EKIUi, BHI3BAaHHBIX PSIOM
BUpYCOB. Bupyc npocrtoro reprnieca 1 tuna sipnsiercss Hanbosee
pacrnpocTpaHeHHON BUPYCHOU MPUYMHON. Y TOPaKEHHBIX JIUIl HAOJI01aeTCs
ocTpas dHIeamonaThs U CyIOpOTH, SIUJIETICUS pa3BUBaeTCs mpuMepHo B 50%
ciyyaeB. Jlpyrue MeHee paclpoCTpaHEeHHbIE 3TUOJIOTUY BUPYCHOTO HIIepanuTa
BKJIIOYAIOT BUPYC reprieca yeiaoBeka 6 (CBsI3aHHbIN C OCTPhIM JTUMOUYECKUM
sHIIEPATUTOM U (HeOPUIBEHBIM SMMICTITUYECKUM CTaTyCOM), BUPYCHI Ipurma B,
BETPSHOW OCIIbI, KOPH, SIUAEMUYECKOT0 NAPOTUTA U KPACHYXU. B HEKOTOpBIX
CTpaHax WU pEeruoHax npeodiaaiaT cnenupuieckue BUPYCHbIC ITHOIOTHH
sHIIeasInTa, HAIPUMED, AMOHCKHUI U S3HTepoBUpYC 71 B A3uu, BUpyc 3amnagHoro
Huna B CILIA, ap6oBupyc B EBporie u BUpyc JIeHIre B HEKOTOPBIX CTpaHax Adpuku

u JlaTuHCcKOM AMEpuKH.

IHoxocTpelii CKIEPO3UPYIOIIUIA NAHIHUEPAIUT — PEAKUN TPOTPECCUPYIOIINI
XPOHUYECKHUH SHIEPAINUT, KOTOPBIN HAOIIOJAETCs IPEUMYILIECTBEHHO Y JETEN U
MOJIOJIBIX JTFOACH KaK CIICJCTBUE XPOHUYECKOM KOpeBOoil nH(peKInH (00OBIUHO ¢
NepBUYHON UH(EKIIMEH, BOSHUKAIOIIEH B BO3pacTe 70 2 JieT). Y MOpaKeHHBIX

JroJIed HaOJII0IaeTCs MPOTrPeCcCUpyIoliee YXyIIEeHUE KOTHUTUBHBIX (DYHKIIHM,



IMPUCTYIIBI (MHOKJIOHYC), aTaKCHsl, CBETOUYBCTBUTEIBLHOCTH U XapaktepHas D3I

(mepuoanuecKue pa3psiibl).
1.8.2.5.9. APYT'ME UHO®EKIIUN

Jpyrue meHee pacnpocTpaHeHHbIE HH(EKITMOHHbIE TPUYUHBI STTUIICTICUH

BKJIFOYAIOT TOKCOKAapO3, MUCTOCOMO3 U 0oJie3Hb Jlaiima (HelpoOoppennos).
1.8.2.6. HEU3BECTHAS 3THUOJIOTI' A

«HeunzBecTHO» clleyeT paccMaTpuBaTh HEUTPAIBHO U 0003HAYATh, UTO IPUPOAA
OCHOBHOM PUYMHBI SMUJIETICUM [T0KAa HEU3BECTHA; 3TO MOXKET OBbITh CBSI3aHO C TEM,
YTO OHA HE ObLIA W3YyYeHa, WM C TEM, YTO BCE TEKYIIHME UCCIIEOBAHUS HE CMOTIIH

OTIPE/ICIIUTH ATHOJIOTHIO.
CHUHAPOMBI YIUJICTICUU ¢ HEM3BECTHOM ITHOJIOTHEH

e Cunapom Pacmyccena

e CuHAPOM SIUIICTICHH, CBS3aHHBIN C TMXOPaT0YHON HH(EKIuen

Ilpumeuanue. X0Ts 3STUOIOTHS IPOTPECCUPYIOIIETO NPUOOPETEHHOTO MOPAKECHUS
NoJIyIIapuii mpu cuHapome PacMyccena HeM3BeCTHA, OH MO-TIPEKHEMY CUUTACTCA
«CHHIPOMOM SIUJIETICUH, CHIEITU(UIHBIM 110 STHOJIOTHI, TTOCKOJIBKY
OKOHYATEJIbHOE MPUOOPETEHHOE MOBPEKICHUE MOTyIIapHii camo 1o cede

SBJIIETCS IPUYUHOM DIEKTPOKIMHUYIECKOTO CUHAPOMA.
1.8.2.6.1. CAHAPOM PACMYCCEHA (PC)

OTOT CHHAPOM, paHee U3BECTHBIN Kak sHIlehanuT PacMycceHa, xapakTepusyeTcs
HAYaJIOM TPYIHOMU3JICUUMBIX (POKAIBHBIX MOTYIIAPHBIX MPUCTYIIOB (B OCHOBHOM
(oKaNnbHBIX MOTOPHBIX MPUCTYIIOB) C IPOTPECCUPYIOIIUM HEBPOIOTMUECKUM

yXyALIEHUEM U aTpoduel moaymapuii npu Buzyannsanud. [lpyunHa Heu3BecTHa.
Kaunuka

[Tpuctynsl HaunHatoTcs B Bo3pacte oT 1 1o 10 net (B cpeanem 6 net), okoao 10%

CJIy4ac¢B HAYMHAIOTCA B ITIOAPOCTKOBOM HJIM B3POCIIOM BO3pPacCTC. O6a nona



MIOpaXKarOTCs B paBHOM crerneHu. [Ipenpuiyuii aHaMHe3 U aHaMHe3 POJOB OOBITHO
HOpMaJIbHBIE, OJJHAKO COOOIIATIOCh 0 OEPEMEHHOCTH HIIM TIEPUHATATBHBIX
OCJIOKHEHUSX B aHamMHe3e. Jla pa3BUTHS STUIICTICUH, pa3Mep TOJIOBHI U
HEBPOJIOTHYECKoe o0ciaenoBaHue 00bIYHO HOpMabHbIe. CO BpeMeHeM
pa3BUBAETCS MPOTPECCUPYIOLIEE HEBPOJIOTUUECKOE YXYIIICHNE, CBI3aHHOE C
MOPaKEHHBIM TOJTyIIapueM. MoryT pa3BUThCS TeMUTIAPE3, TEMUAHOTICHSI HITH
peueBas AUChYHKIUSA (€CIU JOMUHUPYET HoJyIapue). Y HEKOTOPhIX AeTel
MOKET CHauaja MPOsSIBUTHCSI OJJHOCTOPOHHEE JIBUTATEIIHLHOE PACCTPONCTBO
(remuauctonusi, remuareros). B CMK moryT ObITh Hecnienudpuyeckue
PEe3yIbTaThI, BKIIFOYAs HAIMYWE OJINTO- MM MOHOKJIOHAJIBHBIX TPYIIIEI. brorcus
Mo3ra He TpeOyeTcsi, HO €CJH €€ c/iejaTh, MOKHO OOHAPYKUTh MHOT00YaroBoe

BOCHAJIEHUE KOPbI, TOTEPI0 HEUPOHOB U IIHO3 B TOPAXKEHHOM MOJYIIAPUH.

Paznuyarot Tpu cranuu 3abosieBanus: |) HauaapHas npoapomaibHas (aza ¢
pPEAKUMHU TIPUCTYTIAMH | JIETKUM remutniape3om lIl) octpas dasza ¢ yacteimu
IPHUCTYIIAMH U ITPOrPECCUPYIONIUM HEBPOJIOTHUeCKUM yxyameHuem u 1)
XPOHUYECKAS CTaUs C TOCTOSHHBIMU CTAOMJIbHBIMUA HAPYIICHUSIMH U

MPOAOJIKAIOIIMMUCS TPUCTYITAMMU.
Ilpucmynw

Obs3zamenvhvie npucmynsi: HoKaIbHbIC WK MYJIbTU(OKATIBHBIC TPUCTYTIHI,
OTpaHUYECHHBIC TOPAKEHHBIM IIOJIyLIAPUEM, KOTOPBIE CIIy4atOTCsl YacTO U
YCTOWYMBBI K JIEKAPCTBEHHBIM MpernaparaMm. IT0 0ObIYHO (OKATbHbBIE
JBUTaTEIbHbIE IPUCTYIBL, TUOO 0€3 HapyIIEHHs CO3HAHU, JINOO ¢ HApyIIEHUEM
co3HaHus1. OHU MOTYT NEPENTH B (POKATIBHBIE € TIOCIEAYIOLMMU JIBY CTOPOHHUMU

TOHHUKO-KIIOHMYCCKUMU MMPUCTYIIaMHU

HenpepsiBHas napunanbHas 3MUIENCUS OTHOCUTCS K OBTOPSIOIIUMCS

(b OKaTbHBIM IBUTATEIbHBIM MpUCTyIIaM (OOBIYHO MOPAXKAIOIIUM PYKY U JIUIIO,
XOTSI MOTYT OBITh 3aTPOHYTHI U APYTUE YACTH Tella), KOTOPhIE MPOUCXOIAT KaXKAbIe
HECKOJIbKO CEKYHJ] WJIM MUHYT B TEUCHHE ITTUTEIBHBIX TIEPUOJIOB (THEN WM JIET).

dokabHbIC ABUT'AaTCIIbHBIC ITIPU3HAKN MOT'YT IIPOABJIATHECA B BUIC



JPKCKCOHOBCKOI'O Mapuia. B HOp&)KCHHOfI 4acCTH TE€Ia MOXET Ha6J'IIO,Z[aTBC}I rnapes

Tonna.
I'enemuxa
Xapaxkmep nacnedosanus. He nmeeT 3HaueHus

H36ecmnuuie cenvi. [lpyunHa 3T0r0 pacCTpOMCTBA HEU3BECTHA, TEHETUYECKUAN

BKJIaJ HC BBISIBJICH.

Cemetinbiii anamues npucmynog/>nunencuu. He nmeer 3HadeHUs

1.8.2.6.2. CHHAPOM SIUJEIICUH, CBA3AHHDBIN C ®EBPUJIBHOM
WHO®EKIUEN (FIRES)

CunapoM sniusiericuu, cBsizanHbii ¢ heOpunbHoi nHdekuueit (FIRES), panee
U3BECTHBIN KakK pedpakTepHasi SMUJICTICHsI, BbI3BaAHHAS JTMXOPAIKOH y AeTen
IIKOJILHOT'O BO3pacTa, pa3pyluTeNbHas SIS THYEeCKas 3HLedanonaTus y aeTeu
mkosbHOTo Bo3pacta (DESC) u octpslii sHIIEGanuT ¢ pedpakTepHbIMU
NOBTOPAIOIIMMUCS napuuaibHbiMu npunaakamu (AERRPS), sisierca ogHou u3
IPUYUH BO3HUKHOBEHUS pedpakrepHoro snmientudeckoro craryca (NORSE). On
BCTPEYAETCS MPEUMYLIECTBEHHO Y J€TEN U MoAPOCTKOB. [lepBoHayanbHO
BO3HUKAET (peOpuibHast MHPEKIUS, 32 KOTOPOH CIIeyeT B3pbIBHOE HAYAJIO
cyneppedpakTepHOro SNMICNTUYECKOTO CTaTyca, KOTOPBIA MOXKET AJTUTHCS OT
HECKOJIBKMX HEAEIb 10 HECKOJIBKUX MECSIIEB. 3aTeM cllelyeT XpoHuueckas (asa,
KOTI'J1a y OOJIBIIMHCTBA BBDKUBILINX OCTAETCSI JIEKAPCTBEHHO-YCTOMYNBAsI
MyJIbTU(OKATbHAS SMUJICTICUS U PA3IMYHAas CTETIEHb HHTEIJICKTYalbHOTO

Hapyuenus. [Ipuunna FIRES HensBecTHa.
Knunuka

DTOT CUHAPOM OOBIYHO MPOSIBISIETCS B Bo3pacTe oT 2 10 17 net (B cpeaHeM 8 ner)
¢ HeOobIIUM MpeobaaanieM y MyKuuH. Mctopust posxkaeHus u
IpeIecTBYIONas HCTOPHs 00sie3HH 00BIYHO HOpMabHbIe. [IpeamecTByroiee

HEBPOJIOTMYECKOE 00ClieJOBaHUE U pa3Mep rosioBbl B HOpMe. [Ipuctynsl u



sHIEe(aIonaThs BO3HUKAIOT Yepe3 2 HeeNu - 24 Jaca 1ocie JUXopagouHoro
3a0o0seBaHus (Jallle BCero u3-3a MH(PEKIMN BEpXHUX JbIXaTEIbHBIX MyTeH 1N
KEJTyJ0YHO-KUIIEYHOTO TpakTa). YacToTa MpUCTYNOB yBEINYUBACTCS B IIEPBbIC
JTHU - HEJIETIIO U SIBJIIOTCS JIEKAPCTBEHHO-YCTOMUMBBIMU, JOCTUTAsl KyJIbMUHALIUA
B cyneppedpakTepHOM MIICITUYECKOM cTaTyce. JOTa ¢asa, BO BpeMsi KOTOpOi
OpeMst MPUCTYTIOB OYEHBb BEIUKO, AuTcs 1-12 Henens. [larmentam 0O0bI9HO
TpeOyeTrcs JIUTellbHasi MHTeHCUBHAs Tepanusi. CMEpTHOCTh B 3TO BpeMs
cocraBisieT okoso 10%. B xponnueckoit ¢a3e y G0JIbIIMHCTBA JETe
Ha0JII0AaeTCs JIEKApCTBEHHO-YCTOMUYMBAs MyJIbTU(OKAIbHAS SIUJICTICUS U
WHTEIJICKTyallbHbIC HapyIeHus. [[puMepHo y TpeTH BDKUBIINX HAOIIOIAeTCs
HOpMaJbHOE WM MOTPAaHUYHOE KOTHUTUBHOE Pa3BUTHE, Y TPETH - JIETKOE WIIN
YMEPEHHOE MHTEIIEKTyaIbHOE HApYIIIEHUE, a Y OCTATBHON TPETH - TSKENas UK
rI1yO0OKast HHBATMAHOCTh. XyXke BCEro 00CTOSAT Jiea y TeX, y Koro oojee
JUTUTEIbHAs] MEIMKaMEHTO3HO-UHYLIUPOBAHHASA KOMA C MOJaBICHUEM UMITYJILCOB
u 6osiee MOJIO/ION BO3pAcT Havasa. Y BEDKMBIINX TaK)Ke YacTO BCTPEUAIOTCS
npo6JieMbl ¢ BHUMAaHHEM U MOBEJICHUEM (HAIIpUMeEp, arpeccusi) U ABUTaTeIbHbIE

HApYLICHHUS.
Ilpucmynoi

ObszamenbHvie npucmynsi. O4aroBble WM MHOTOOYAroBble MPUCTYIIbI, KOTOPBIE
MOTYT BKJIFOUATh (POKAIBHBIC TPUCTYTIIBI C TOCIEAIONTUMHU JBYCTOPOHHIUMU
TOHUKO-KJIOHUYECKUMU IpUCTyIaMu. PacripocTpaHeHHbIE TPUCTYITHBIE CUMITTOMBI
— OTKJIOHEHUE a3 U remudanuanbHoe noaeprusanue. [lpuctymns
YBEJIMUYMBAIOTCS 0 YACTOTE U MPOJAOIKUTEILHOCTH U CTAHOBSITCSL YCTOMYMBBIMU K
JICYCHHMIO, IOCTUTAs KyJIbMUHAIMU B cynieppedpakTepHOM SMHICITUYECKOM

cTaTyce.
['enemuxa

W3BeCTHON I'€HETUYECKON ITHOJIOTUU 3TOTO PACCTPOMCTBA HE BBISIBIIEHO.

1.8.2.7. JHHE®AJIONIATUA



9HHC(1)&JIOH&TI/I}I Pa3BUTHA W/VIU SITUJICTITHYSCKAs BHHC(I)aJIOHaTI/I}I

Tepmun sH1IePanonarus pazputus (OP) npuMeHsercs, Korjja HaunHASTCSI
COCTOSTHUE, MPOSIBIIAIONICECS KOTHUTUBHBIMU, HEBPOJIOTUYECKUMU WITH
NCUXUATPUUECKUMHU HAPYLICHUSIMH, 3aCTOEM HJIU PETPECCOM, HAIPSIMYIO
CBSI3aHHBIMHU C OCHOBHOM 3THOJOTHEH. HampoTus, snunenTuaeckast
suHIedanonatus (33) NPUCYTCTBYET, KOT1a 3HIIe(anonaTyus BbI3BaHA
SMUJIENITUYECKON aKTUBHOCTHIO. TepMuH 3HIIe(anonaTus pa3BuTHs U
sanuaenTuueckas suiedanomnarus (3P39) ucnonp3yercs, koraa odba gakropa

CIOCOOCTBYIOT COCTOSTHUIO MAIIUECHTA.
Ilpozpeccupyrouwiee neeponozuueckoe yxyouienue

TepmuH 3HIIEDANTONATHS PA3BUTHS CIIOKHO MPUMEHSATH Y TTOKUIIBIX JIFOJIEH,
KOTOPBIE 3aBEPIININ BCE HOPMAJIbHOE PAa3BUTHUE /10 HaYalla SMUJICTICUU C
KOTHUTUBHBIMU, HEBPOJIOTUYECKUMU UITU NICUXUATPUUECKUMU HAPYILICHUSIMH,
3aCTOEM WJIM PETrpeccoM. Y TakuX Jojier BMecTo DP MOKHO HCOJIb30BATh
TEPMUH IIPOrPECCUPYIONIEE HEBPOJIOTUUECKOE YXYAIICHHE, KOTa 3TO HapyllIEHUE

HaIpsAMYIO CBSI3aHO C OCHOBHOM THOJIOTHEN.

Cunopomul 3nunencuu c IHyedaronamueli uiu npozpeccupyrouium

Heepo02u4eCKUM YXyouleHuem

Crenyrolye CHHAPOMBI SIUIJIETICUU CBSA3aHbI C dHIE(aI0naTUEN pa3BUTHS U/ U
AMUJICTITUYECKON SHIIe(anonaTHe UiIN MPOTPECCUPYIOIIUM HEBPOJIOTHUIECKUM

YXYIIIEHUEM Y BCeX (MM MOYTH Yy BCEX) MAIIMEHTOB:
Hoeopooicoennvie/mnaoenyul
e Pannss muaaeHdeckas sHiedanonaTus passutus u smuiencus (EIDEE)

e Druiencus MJIIAJJCHYCCTBA C MUT'PHUPYIOIIIUMHA Q)OKaHBHBIMI/I IMpUCTyIIaMHn

(EIMFS)
e CunapoM aerckux smmientudeckux crazMmon (IESS)

e Cunapowm [Ipase (DS)



Jlemcmeo
e DIMIENCUS ¢ MUOKIIOHHYECKUMHU aToOHHYecKuMu npuctymnamu (EMALS)
e Cunapowm Jlennokca-I'acro (LGS)

L 9HHC(I)8.JIOH3TI/IH Pa3BUTHUA W/VIW SIIMIICTITHYSCKAS 3HH€(1)EUIOH8,TI/ISI C

akTHBaIeil cnaiik-BosH Bo cue (DEE-SWAS, EE-SWAS)
e CunapoM sruiiericuu, cBsizanHol ¢ pedpunbHoi nHpekmueit (FIRES)

e Cunapom reMUKOHBYJIbcUH-reMuruierun-snuiencuu (HHE)
Pasznuunwiii 603pacm

e [Iporpeccupyromue muokiaonnueckue snuierncuu (PME)

e Cunapom Pacmyccena (RS)
1.9. ANWJIEIITUYECKUE CUHJAPOMbI

CHHIIpOM 3MUJIETICUU ONPEIENSETCS, KOT/1a €CTh XapaKTEPHbIN KIIacTep
KJIIMHUYECKUX U DI -IPU3HAKOB, KOTOPBIE YACTO MOACPKUBAIOTCS KOHKPETHBIMU
ATHOJIOTMYECKUMH JaHHBIMU (CTPYKTYPHBIMU, TEHETUUECKUMU,
MeTaboIMYeCKUMU, MIMMYHHBIMHU U MH()EKIIMOHHBIMU). J{narno3 cuaapoma y
YeJI0OBEKa C SMUJIETICUEN YaCTO HECET MPOrHOCTUYECKUE U JIEUEOHbIE TOCIEACTBHSL.
CHHIPOMBI YaCTO UMEIOT 3aBUCSIIKAE OT BO3pacTa MPOSBICHUS U P

cnenupUIecKnX COMyTCTBYIOINX 3a00JICBaHUH.

Omnpenenenue curapoma 3hHEKTUBHO, TOCKOJIBKY OHO JAaeT MH(POPMAIIHIO O TOM,
KAKHE€ OCHOBHBIE ATHOJIOTHH CIIEAYET yUUThIBaTh. HECKOJIBKO CHHIPOMOB
JEMOHCTPUPYIOT yXYALIEHNE IIPUCTYIIOB IIPU NTPUEME OIPEIEIECHHBIX JIEKAPCTB,

Yero MOXKHO M30eKaTh Ipu paHHeﬁ AUArHOCTUKC CHHApPOMaA.

CHUHAPOMBI AIUJIETICUA MOKHO CTPYNIUPOBATh IO BO3pACTy Hayasia IpUCTYIOB U
0 TUMY 3nuiencu. HeKkoTopbie CHHAPOMBI SNUAJICTICUU SBISFOTCSA
CaMOKYITUPYIOIIMMHUCS, IPYTHE CBI3aHBI C JUIMTEILHOM dnuiencueil. Hekotopsie

CBsI3aHBI ¢ SHIEe(aonaTuen, a Ipyrue — Her.



CuHApPOMBI JNINJIENICUHU 10 BO3PACTY U TUILY MTUJIENICUT
B 2022 rony ILAE onpeaenuia caeayomue CUHAPOMbI STTUIIETICUH:
Hoeoposcoennvie/mnadenul

» CaMOCTOSATEIbHO OrPaHNYHUBAIOIIASCS

e  (CamocCTOsITENbHO OrpaHUYUBAIONIAsACS (CeMeliHas ) HeOHAaTaIbHAS

snmerncust (SeLNE)

L4 CaMOoCTOSITeILHO OIrpaHUYMBArOIIAsACA ceMeiiHas HeoHaTaJIbHO-

uHanTmwibHas snwtericus (SeLFNIE)

e  CaMOCTOSITENIbHO OTpaHUYMBAIOIIAsACA (ceMelHas ) MH(DAHTUIIbHAS

snunencus (SeLIE)

L ['eneTnyeckas snmencus ¢ (1)C6pI/IJII>HI>IMI/I IMPpUCTYIIaMH IIJIFOC

(GEFS+) criektp
e  Muoxknonnueckas snuierncus y miuanaenies (MEI)
» C sunedanonatieit pa3BuTus 1 ammwiientuaeckoi anedanonaruei (DEE)

L4 Pannss ACTCKas 3HH€(1)aJ]0HaTI/I$I Pa3BUTHA U SITUJICIITUICCKAA

sanedanonatus (EIDEE)

e  Dnuiencus MIAJICHLEB C MUTPUPYIOIIUMHU (DOKAIIBHBIMU MTPUCTYTIAMH

(EIMFS)

e  CunapoM MH(MAHTWIBHBIX dnuaentTuyeckux cnazMoB (IESS)
e  Cunapom Jlpase (DS)
Hemcmeo
» Camoxkynupyromiecs: pokaibHbie dnmientudeckue cuHIpoMbl (SeLFEs)

O Pemuccus oxxuaaeTcst BO BCEX ClIydasix K MOJPOCTKOBOMY BO3PacTy



e (CamoKynupyromascs 3UIENCUs ¢ HEHTPOTEMIOPATbHBIMU ClIaiiKaMu

(SeLECTS)

e (CamoKynupyromascs 3MUICNCUs ¢ aBTOHOMHBIMHU IPUCTyHaMU

(SeLEAS)
O Pemuccus oxugaercsi B OOJBIIMHCTBE CIIy4YaeB K MOAPOCTKOBOMY BO3PaCTy
e Jlerckas 3aTpuiouHas 3putenbHas snunerncus (COVE)
o ®dorouyBcTBUTENbHAS 3aThiTOUHAs Anuiencus (POLE)
» ['eHeTHYecKue TeHEPATU30BaHHBIC SMIICTITHYCCKUE CHHIPOMBI
O Onunencus ¢ Muokionueit ek (EEM)
O DOnunencus ¢ MUOKIIoHNYeckuM abcancom (EMA)
» HWauonaTuveckuii reHepaaTn30BaHHBIN TSI THYECKUI CHHIPOM
0 Jlerckas abcancHas >nmerncus (CAE)

» C sHnedanonaTiueit pa3BUTHS W/WIH SMAJICIITHYSCKOMN SHIIedamonaTuei

(DE, EE unu DEE)
O Dnwiercus ¢ MUOKIIOHHYSCKUMH aToOHHYecKuMU nipuctyrnamu (EMALS)
0 Cunnpowm Jlennokca-I'acto (LGS)

o SHHG(i)aJIOHaTI/I}I pa3BUTHUA W/MJIU SITUJICTITHYECKAs BHHG(l)aJIOHaTI/I}I C

akTuBanuei craik-sosH Bo cue (DEE-SWAS, EE-SWAS)
0 Cunnpowm srnusiencuu, cBsazanHou ¢ pedpunbHot nundekuueii (FIRES)
0 Cunapom reMuKoHBYJIbcun-remuruieruu-snuiencuu (HHE)
Paznuunstii 6o3pacm
» NnnonaTuveckue reHepaaIn30BaHHbIC AMIICTITUYECKUE CHHIPOMBI
0 HOBenumnbHas Muoksionnueckas snuiencus (JME)

0 HOBenmnbHas abcancHas >nwencus (JAE)



O Dnuierncus ¢ reHCpaIn30BaHHBIMU TOHUKO-KIIOHHYCCKUMU IIPUCTYIIAMU

(EGTCA)
> dokanbHbBIE DITWIENITUYECKUE CUHAPOMBI

o FI/Il'IepMOTOpHa}I (I‘I/IHGPKI/IHGTPI‘IGCK&}I) SMUJIICIICHUA, CBA3aHHasA CO CHOM

(SHE)
0 Cewmelinas me3unanbHasi Bucounas snwiencusi (FMTLE)
O Dmnwuiencus co cayXoBbiMU ocobeHHocTaMH (EAF)
0 Cewmelinas dokanbHas smuiencus ¢ pazinunbiMu ouaramu (FFEVF)

» KoMOMHHMpOBaHHBIN reHepan30BaHHbIN B (POKATBHBIA SMUICITHYCCKUT

CUH/IPOM
O DOnunencus ¢ NpUCTylaMHu, BbI3BaHHBIMU uTeHreM (EwRIS)

» C sHnedanonaTiueit pa3BUTHS W/ SITAJICIITHYSCKON SHIIedamonaTuei

(DEE) wnu nporpeccupyroniuM HEBPOJOTHUECKUM YXYAIICHUEM
0 Ilporpeccuoyromue muokiionnyeckue muiencuu (PME)
0 Cungpom Pacmyccena
OmnpeneneHusi BO3pPaCTHBIX IPYNI CHHAPOMA INMIWJIENICHH

e [‘ecTanlOHHBIN BO3PACT: BPEMs, IPOLIEAIIEE MEKAY IIEPBBIM THEM

MOoCJIeAHEH MEHCTpYaIlud U THEM POJIOB (TIOJIHBIX HEJEh)

e [locTMeHCTpyanbHBI BO3PACT: FECTAIMOHHBINA BO3PACT ILIFOC

XPOHOJIOTUYECKUNA BO3PACT (MOJIHBIX HEAEb)

e HoBOpoXXIeHHBIN: IEPHOT OT POXKIACHUS 10 44 HEeIeNb

IIOCTMEHCTPYaJIbHOI'O BO3pacTa

L4 MJI&IIGHGI_[I ot 44 HCOCIIb IIOCTMCHCTPYAJIbBHOI'O BO3pacTa a0 24 MECSITYHOTO

BO3pacTa



e JlercTBO: 24 Mecsilia 10 MOJIOBOT'O CO3PEBAHUS

e PaznuyHbIid BO3pacT: CUHJIPOM, KOTOPbIA HAUMHAETCS B pa3HOM BO3pacTe,
HaOJII0/1aeTCsl Kak y JIKIl B Bo3pacTe <18 yiet, Tak u y il B Bo3pacte >19

JeT.
1.9.1. Hosopoosicoennvie/mnaoenyvl
1.9.1.1. CamocTOSITEIbHO OTPAHUYNBAIOILASCS

L CaMOCTOSITEILHO OTrpaHUYIHBAOIIAACS (CCMCﬁHaH) HCOHAaTaJIbHadA

snunencus (SeLNE)

L CaMOoCTOSTEIBLHO OTrpaHUYIHBAOIIAACS ceMeElHHas HEOHATaJIbHO-

uHpanTuabHas smwtencus (SeLFNIE)

e  CaMOCTOSITENIbHO OTpaHUYHMBAIOMIASCS (CeMeliHas ) MH(DAHTHIIbHAS

snunencus (SeLIE)

e ['enermyeckas snumencus ¢ GeOpUILHBIMU MIPUCTYIIAMU TLTIOC

(GEFS+) cnektp
° Muoknonnueckas snuierncus y miajenies (MEI)

1.9.1.1.1. CamocTosiTeIbHO OTPAHUYUBAIOLIASICS (ceMeliHAas) HEOHATAJIbHAS

ynuiiencus (SeLNE)

Camokynupyroniasicss HeoHaTasnbHas snuiiencus (SeLNE) u camokynupyromasics
cemeiiHas HeoHaTanbHas >muiiernicus (SeLFNE) umeroT oxu u e xe
T€HETUYECKUE ITPUYUHBI, HO NP OTCYTCTBUM CEMEWHOIO AaHAMHE3a OTBETCTBEHHBI
naToreHHble BapuaHThl de novo. @okaabHble MOTOPHBIE IPUCTYITHI HAUUHAIOTCS
MeXy 2-7 aHsAMH )kHu3HA. HecMoTps Ha yacThle MPUCTYIIbI, HOBOPOXKIECHHBIN

HOPMAaJIEH MEXy NPUCTYIaMU U UX NPEKpaIlIEHUEM, OHUA HE BIUSIOT Ha Pa3BUTHE.
Knunuxa

[IpucTynbl HAUMHAIOTCSA Y HOBOPOKIEHHOTO MEXAy 2-7 AHSAMU ku3HU ¢ 40 HEaenb

IIOCTMCHCTPYAJILHOI'O BO3pacCTa. O6a nona IMOpaXaroTCA OANMHAKOBO. I/ICTOpI/IH



OEpEMEHHOCTH U POJIOB HUUEM HE MpUuMedaTesibHbl. Pa3mep rojioBsl U
HEBPOJIOTHYECKoe 00cliefoBaHuE B HOpMe. Pa3BuTre HOpMallbHOE, XOTS Y
MEHBIITMHCTBA JIIOJIEH CO BPEMEHEM MOTYT BO3HUKHYTh TPYJIHOCTH B O0yUCHUH
WJIM JIETKUE JBUTATENIbHBIC HAPYIIEHUSA. Y HEKOTOPBIX HOBOPOKIAEHHBIX CO
crienu(UIeCKUMH TAaTOTEHHBIMHU BapHAHTAMH MOXKET ObITh MUOKHMHS
(HenmpepbIBHASI MBIIIIEYHASI AKTUBHOCTb, BBI3bIBAIOIIAsl CKOBAHHOCTH U €/1Ba
3aMETHbBIE MMOAEPTUBAHUS ), KOTOPAsI MOYKET MPOSABUTHCS B 00JIee O3HEM
mitasiendyectse. [Ipuctynbl 00bIYHO MpekpaaTces kK 6 Mecsiam, 60JbITHHCTBO
npeKpamaTcs K 6 Heaensam. [1o TpeTH Jroe UMEIoT IPUCTYIIbI B 00siee MO3IHEM

BO3pacTe, KOTOPbIE MOTYT BKIHOYaTh (eOpUIIbHBIE TIPUCTYIIHI.

Ilpumeuanue 11ocTMEHCTpYaIbHBIA BO3PACT — 3TO T'E€CTALIMOHHBINA BO3PACT ILIHOC
XPOHOJIOTHYECKUNA BO3PACT (B MOJHBIX HEJENAX ), HEOHATAIBHBIN NEPUOJT JITUTCS

OT POXKJeHUA 10 44 Henelb MOCTMEHCTPYAIbHOTO BO3pACTa.

®dokanbHbIE MPUCTYTBI OOBIYHO SBJISIOTCS HAYAJIbHBIM TUIIOM MPUCTYIIOB, C
pU3HAKaMH, OTHOCSIIIUMUCS K MECTOIOJIOKEHHUIO (POKAIbHON KOPTUKATIBHON
nuciiazud. Eciiv oHU He UMEIOT JBUTATENbHBIX MPU3HAKOB, UX OYAET TPYAHO

OOHAPYKUTh Y MJIQJICHIIEB U MAJICHbKUX JIETEH.

MoryT BO3HUKHYTb (hOKaJIbHBIE TPUCTYTIHI C MOCIETYIOIIMMHU JBYCTOPOHHUMU
TOHUKO-KJIOHWYECKUMM IPUCTYIAMH, €CIIH TIIATEIBHO UCKATh, OHU MOTYT UMETh
(dokanbHbIE MPU3HAKU, OTHOCAILLIUECS K MECTOIOJIOXKEHUIO (POKATIbHONW KOPKOBOM

JUCIIJIa3UH.

MoryT BO3HUKHYTb SIIUJIENTUYECKUE CIIa3Mbl, KOTOPbIE MOTYT IIPEICTABIISITH TUIT
IPUCTYIA: OHU MOTYT UMETH (hOKaJbHbIE MPU3HAKU, OTHOCSILIUECS K

MECTOIOJIOKEHUIO (POKaTLHON KOPKOBOM JTUCIIA3HUU.

MoskeT BO3HUKHYTh SMUJICITUYECKUN CTaTyC, BKIOYask (POKaJIbHBIHI

SIMWICHTUYECKUN CTaTyC.



Tun IPUCTYIIOB MOXKCT MCHATBLCA C TCUHCHUEM BPEMCHHU C ITOSABIICHUCM
T'CHECPAIIN30BAHHLIX IIPUCTYIIOB, TAKHUX KaK, aTUIIMYHLIC a6caHCI>I, ATOHHNYCCKHEC U

TOHUYECKUE IIPUCTYIIBL.
I'EHETUKA

Xapaxmep nacaeoosanus. AyToOCOMHO-IOMUHAHTHOE HACJIEAOBaHUE (C HEMOJTHOM

MIEHETPAHTHOCTHIO) WK de novo.

H3zeecmuule eenvl. Hanbonee pacnpocTpaHeHHOW MPUYUHON SIBIISIOTCS
naToreHHsle BapuanTbl B KCNQ2, Takyke co0011a10Ch O MaTOTEHHBIX BapUaHTaX B
KCNQ3 u SCN2A. Bapuantsl de novo 0OTBETCTBEHHBI 32 CHHJIPOM Y

HOBOPOXIACHHBIX 0e3 ceMEHHOTO aHaMHe3a.

Cemetinbiti anamues npucmynos/snuiencuu. JIjiss CCAaMOKYIUPYIOIICHCS CEeMEHHOM
HeoHatanbHOU snuienicuu (SeLFNE) HeoOxonum ceMelHbI aHaMHE3
HEOHATAJIBHBIX NPUCTYNOB. [IpOAOIKUTENBHOCTD SMUIIETICUU BapbUPYET Yy

MOPAKCHHBIX YJICHOB CCMBbU.

1.9.1.1.2. CamocTOfITE/IbHO OTPAHNYHMBAIOIIASCH ceMeiiHAsI HEOHATAJIbHO-

uHpanTmwiIbHas dnwiencus (SeLFNIE)

CamMokynupyromiasicst ceMeliHas HeOHaTalbHO-UH(GAHTHIIbHAS SIWIIETICUS
(SeLFNIE) — 310 ayTOCOMHO-IOMHUHAHTHBIA CEMEHHBIN (hOKATBHBIN
ANUJIENITUYECKUN CUHIPOM, KOTOPBIN MPOSBIIETCS B HEOHATAIBHOM WIIH
MJIaICHYECKOM IIEPUOJE Y PA3HBIX WICHOB CEMBH. DTOT CUHIAPOM MOXKHO
OTJINYNTH OT CAMOKYIUPYIOLIENCACEMENHON HEOHATAIBHOW SITUAJICTICUU WIIH
CaMOKYITUPYIOLEHCS CEeMEMHON MH(PaHTUIILHOW SMUJIETICUN TOJIBKO B TOM ClIydae,
€CJIM B CEMEITHOM aHaMHe3e 3a(pUKCUPOBAHO HAYAJIO
CaMOKYIIMPYIOIIEUCAIUIICIICUA Y HEKOTOPBIX YJIEHOB CEMbU B HEOHATAJIbBHOM

Mepruoac, a y Apyrux — B MIIAJACHYCCKOM IICPHUOIC.

Knunuxa



DTOT CUHAPOM XapaKTepU3yeTcsl HauajaoM (OKaIbHBIX TPUCTYIOB ¢ 1-ro mo 23-i
neHb xku3Hu. O0a nmoja mopaxkarorcsi B paBHoM crenenu. [IpenmectByromuii u
pPOJIOBOM aHAMHE3 HUYEM HE IPUMEYATeNbHbI. Pa3Mep roiaoBbl 1 HEBPOJIOTHUECKOE
obOcnenoBanue B HopMe. Pa3BuTue oObI4HO HOpMalibHOE. Bo3HUKAIOT (hOKaIbHbBIE
MOTOPHBIE (TOHUYECKHUE WU KIIOHUYECKHUE) MPUCTYTIbI, KOTOPHIE MOTYT
NOBTOPATHCS] B TEUEHUE HECKOJIBKUX YaCOB WJIA JHEH. HacToTa MpUCTYNOB Y
Pa3HbIX JIIOJIEH pa3Hasi, U y BCEX JIIOJIeH MPUCTYIbI IPEKpaIatoTcs K Bo3pacty 12—

24 mecsueB.
Ilpucmynwv

OT0 ceMeliHas SIIIIETICUS, TPYU KOTOPOH y YICHOB CEMBU MOXKET ObITh THO0
CaMOKYIHPYIOIIAsCs HEOHATaIbHAs AIUJICTICHS, JINOO CAaMOKYTTHPYIOIIAsICSI

JIETCKas DIUIEIICUS.
[enemuxa

Xapaxmep nacaeoosanus. AyToOCOMHO-IOMUHAHTHOE HACJIEJOBAaHUE C BBICOKOM

INCHECTPAHTHOCTBIO.

H3eecmubie cenvl. IlaTorennsie BapuanThl BeTpedaroTcs inbo B SCN2A, nubo

pexe B KCNQ2.

Cemeltinbili anamues npucmynos/snuiencuu. Y pa3HbIX JIOJEH B CEMbE MOTYT OBITh

(I)OKaJ'IBHBIe IIPpHUIIAAKKU C HCOHATAJIbHBIM WJINA I/IH(l)aHTI/IJ'H:HBIM Ha4dYaJIOM.

1.9.1.1.3. CamocTosiTe]IbHO OTpaHNYMBaIOIIAsICS (ceMeliHasi) HH(PAHTUIbLHAA

snmiencus (SeLIE)

Camoxkynupyromiasicsi Aetckas snuiencus (SeLIE) u camokynupyrommascs
ceMeitnas nerckas snuiencus (SeLFIE) umeroT oiHu U Te ke reHeTUYeCcKue
MPUYUHBI, HO MPU OTCYTCTBUU CEMEMHOT'O aHAMHE3a OTBETCTBEHHBI MATOT€HHbBIE
BapuaHThl de novo. dokanbHbIE MPUCTYIIBI HAUMHAIOTCS B Bo3pacTe oT 3 g0 20
MmecsueB. [Ipuctynbsl MOTYT OBITh YaCTBIMH, OOBIYHO MEXITY IPUCTYIIAMHU

MJIQACHCL] BCACT ceos HOPMAJIBHO, U ITPHUCTYIIBI IIPCKPAITatOTCA 0e3 BIMSHMS Ha



Pa3BUTHC. 10T CHUHAPOM TAKKXC OXBATBIBACT CYIIHOCTb «XOP€0AaTCTO3 ACTCKUX
cyaopor», Koraa 'y H}O,Zleﬁ C OIIPCOCIICHHBIMU ITATOT'CHHBIMU BaApUAHTAMU I'CHOB

MOTYT OBITh MH(DAHTWILHBIE IPUCTYIIBI C IBUTATEITLHBIMHI PACCTPOUCTBAMMU.
Knunuxa

SeLIE BcTpeuaeTcss OTHOCUTENBHO YacTo, COCTaBIss 7—9 % Bcex aMuiencuu,
HaynHaromuxcs 10 2 jaet. GokanbHble TPUCTYIIBI HAUUHAIOTCS B BO3pacTe OT 3 /10
20 mecsiueB (muk B 6 Mecsnes). ctopus 6epeMeHHOCTH U pOJIoB 0€3
ocobeHHocTel. PazMep rosioBsl U HEBPOJIOTUUECKOE 00CIIEIOBAHUE B HOPME.
Pa3Butue B Hopme. [Ipuctynsl MOTYT OBITH YAaCTBIMH B Hauajie, HO 0OBIYHO
MPEKPaIlaloTCcs B TeUeHHE | roja ¢ MOMEHTa Havyasia. Y MEHBIIMHCTBA JTIOJEH
AIUJICTICUS] MOKET COXPaHAThCS B O0Jiee MO3IHEM Bo3pacTe. Y HEKOTOPBIX
NaluMeHToB (¢ matoreHHbIMU BapruanTamMu PRRT2) MoxkeT pa3BUThCA

MMapoKCU3MaJibHasA KWHC3NOTCHHAA JTUCKUHC3UA B Oonee IMO3aAHCM BO3PACTC.

Buumanue. Eciin uMmeertcs 3a1epkKa pa3BUTHS UM PETPECC pACCMOTPUTE IPYTHE

STUOJIOTUHU WUIIM CUHIPOMBI IETCKOM AIUJICTICHH.
Ilpucmynoi

Obs3amenvHbie npucmynsi. MOTyT BOBHUKHYTh O4aroBbIe IMIPUCTYIIBI C
OCTaHOBKOM MOBEJICHYECKON aKTUBHOCTH, BET€TaTUBHBIMU MPU3HAKAMU
(HampuMep, IMaHO30M ), HapyIIICHUEM CO3HAHUs, aBTOMaTU3MaMH, TIOBOPOTOM
TOJIOBBI/TJIAa3 U KIIOHWIECKUMH JBIKCHUSIMH. CTOPOHBI MOTYT MEHSATHCS OT
npucTtyna K npuctymy. IIpuctymnsl kopotkue (<3 MUHYT), HO YacTbhle, HallpuMep,
5-10 B nenb B TeueHue 1-3 gHel B Havae. Y TPETH NMAIlMEHTOB HAOIIOAaeTCs OAUH
M30JIMPOBAaHHBIN NpUCTyI 3a 10-15 mHel 1o Hayana 4acTeIX NPUCTYynoB. MoryT
Ha0Ir0/1aThCs 00JIee JITUTEIbHbBIE TPUCTYIIBI (MMPOAOJKUTEIBHOCTHIO 3-6 MUHYT),
HO OHM peliKku. [IpucTynbl CTUXAIOT, HO Y TPETU MALIMEHTOB MOT'YT MMOBTOPUTHCS

yepes 1-3 mecsa.

MOFyT OBITH: OT OYaroBbIE C MMocCJICAyrOImrMHA 1By CTOPOHHUMHU TOHUKO-

KIIOHUYCCKHUMU IIPUCTYIIaAMHA



HUcknrouenus:
e DNWIENTUYECKHUE CIIa3MBbI
e MMUOKIIOHUYECKHUE TPUCTYIIbI

Ocmopoorcno! JInutenbHbIe 04aroBble WM T€MUKIOHUYECKHE MpucTynsl (>10
MUHYT) IIpY TOM CUHAPOME HE HAOJIOJJAI0TCS, B 3TOM ClIydae PaCCMOTPUTE

cuHapom Jlpase
['enemuxa

Xapaxmep nacneoosanus. AyToCOMHO-TOMUHAHTHBIN C BBICOKOM

MEHETPAHTHOCTHIO WK (ITPU OTCYTCTBUU CEMEHHOTO aHaMHe3a) de novo.

H3e6ecmuvie eenvi. [1arorennpie BapuanThl B PRRT2 00BICHAIOT OOJIBITHHCTBO

ciyyaes, a BapuaHThl B SCNSA u SCN2A ObuId BBISBICHBI B HEKOTOPBIX CEMbSIX.

Cemetinvlll anamHes npucmynos/snuiencuu. JIjis TMarHOCTUKA
CCaMOKYTIHUPYIOIIECHCS CEMEHMHON JETCKOM SMIICTICHHA TPEOYeTCS CEMEHHBIN

AHaAMHC3 NJCTCKUX IIPUCTYIIOB.

1.9.1.1.4. I'eneTnyeckas 3nujiencus ¢ pedOpUILHBIMU MPUCTYNAMHM ILTHOC

(GEFS+) cnektp

['enerraeckas smwutericus ¢ peOpubHBIME cygoporamu mntoc crektp (GEFS+) —
ATO CEMEUHBINA CUHIPOM, XapaKTepU3yIoIIHiics HamnuueM (HeOprIbHbIX
MIPUCTYIIOB Y YEJIOBEKA C CEMEWHBIM aHAMHE30M MPUCTYTIOB/YIUIICTICHH.
®eOpuIbHBIC MPUCTYIBI MOTYT OBITh TUMMMYHBIMU (eOPHIIEHBIMU TTPUCTYIIAMH WITH
MOTYT BO3HUKaTh «PedpuibHbie cygoporu mitoc» (FS+), korna dedpunbabie
MPUCTYIIBI IPOJOJDKAIOTCS IMOCTE 6 JIET W/WIA COPOBOXAAIOTCS aheOpUITbHBIMH
MPUCTYIAMH, KOTOPbIE MOTYT ObITh T€HEPATM30BAHHBIMU WU (OKaTbHBIMU. FS+
n GEFS+ pa3nuyaroT Ha OCHOBE CEMEMHOI0 aHaMHe3a. Psiji TOMUHAHTHO
HaclieIyeMbIX TeHOB ObUH cBs3aHbl Kak ¢ GEFS+, tak u ¢ FS+, uto umeet
3HAYEHHUE ISl CIEIMAIIBHOTO T€HETUYECKOTO KOHCYJIbTUPOBAHUS HU3-3a PA3IMUYHON

CTCIICHU TSKCCTH SITUJICTICUN Y PA3HBIX YJICHOB CCMbBMU. Xors Cbe6pI/IJ'IBHBIC



IMPUCTYIIBI ABJIAIOTCA OTJIMYMTEIbHOMN IICpTOI\/JI ATOTO CEMEUHOTO CUHApOMA, OHH

MOT'YT OBITh HE y BCEX YWICHOB CEMBH.
Knunuxa

®eOprIIbHBIC PUCTYIIBI IPU 3TOM CHHIPOME OOBIYHO HAYMHAIOTCS B BO3PACTE OT
6 Mecs1eB 10 6 JeT, y HEKOTOPBIX JII0Ae OHM MOTYT Ha4aThes 10 6 MeCsIIEeB.
®eOprITbHBIC PUCTYITBI 4aCTO OBIBAIOT MHOYKECTBEHHBIMHU M MOTYT IPOJI0JDKATHCS
niociie 6 siet (FS+). I[Ipuctynst mpu FS+ 00p1dHO MOaAaI0TCS JICUCHHUTIO
IPOTUBOCYIOPOKHBIMH TIpeTnapaTaMu (€CIi OHU TPUMEHSIOTCS ), a SITUIICTICHS
SIBIISIETCSI CAMOOTPAaHNYHUBAOIIICHCS, TIPEKPaIIasiCh K TIOJIOBOMY CO3PEBaHUIO.
MoryT Bo3HHUKATh ad)eOpHUIIbHBIE CYIOPOTH, KOTOPHIE MOTYT OBITH
TeHEePATM30BAHHBIMU (TOHUKO-KIIOHHYECKUMH, aTOHUYECKUMH,
MUOKJIOHUYECKUMHU, MUOKJIOHHUKO-aTOHUISCKUMH WU a0CAHCHI) WITH
doxansabIMU. O0a oA cTpagaloT B paBHOU cTenieHu. [IpeamecTByronmit
aHaMHE3 ¥ aHaMHe3 POXKIeHHs 0e3 ocoOeHHOCTel. Pa3mep rosoBsl u
HEBPOJIOTHYECKOE 00ceIoBaHe B HOpME. Pa3BuTre 0OBIYHO HOpMAJILHOE, U
HUKaKUX HapYIICHUN Pa3BUTHUS HE 0XKHUIACTCS. Y HEKOTOPHIX WICHOB B CEMbE
GEFS+ MoryT OBITh Apyrue CHHAPOMBI STHIICTICHH, HATIPUMED, TTHIICTICHUS C
MUOKJIOHMYECKUMHU aTOHHYECKUMU TIPUCTYIIaMH WU CUHAPOM JlpaBe, ipu
KOTOPBIX THITHI IIPUCTYTIOB, COITyTCTBYIOIINE 3a00JIEBAaHUS U MIPOTHO3

COOTBCTCTBYIOT OKNAACMBIM JIJIA 3TOI'0 CHH/ApOMaA.

HpuMeanue. CaMOOFpaHI/I‘—ICHI/Ie 03HAYaCT BBICOKYIO BEPOATHOCTb CIIOHTAHHOT O

MPEKPAILCHHS IPUCTYTIOB B MTPEACKA3yEMOM BO3pPACTE.
Ilpucmynor

Obsazamenvhvie npucmynsi. DedpalibHbIE TPUCTYIIBI, 0OBIYHO T€HEPATU30BaHHBIC
TOHUKO-KJIOHUYECKUE MPUCTYIIBI, JJIdIuecs 3-6 MUHYT, XOTsI HEYacTO
HaOIIOAAI0TCS TOHMYECKUE, TEMUKIOHUYECKHE WIN (DOKATbHBIE IBUTATECIILHbBIE

OPUCTYIIbI. MOXKET BOZHUKHYTh (PEOPUITBHBIN SMUIENTUYECKUN CTATYC



Ocmopooicno, ecnu GHeOpUIIbHbIE TPUCTYIIBI MPOAOTKUTEIbHBIE WIH

TEMUKIIOHUYECKHE HEOOX0AUMO paccCMOTpeTh CUHApoM [[paBe

Mocym 6vimsb: aTOHUYECKUE TMPUCTYTIBI, MUOKIIOHMYECKHE TIPUCTYTIBI, THITHYHBIC
a0caHChI (ecyii MPUCYTCTBYIOT, OHU BCTPEUAIOTCSI HEYACTO ), MUOKIIOHUKO-
aTOHMYECKHE NpUCTyNbl (Habmogatorca y 14%, eciau 3T0 OCHOBHOM THUTT
MPUCTYTIOB 0€3 BRIPAXKEHHBIX (heOPMIIbHBIX MMPUCTYTIOB, TO TUATHO3 SMUJICTICHH C
MUOKJIOHUYECKUMHU aTOHHYECKUMU TIPUCTYIIAMHA MOXET ObITh O0Jiee

MOAXOSAIINM), (POKATBHBIE IPUCTYTIBI
I'enemuxa

Tun nacneoosanus. OOBIYHO HaCJICAO0OBAHNUC ayTOCOMHO-AOMUHAHTHOC C HEIIOJIHOM
MNCHCTPAHTHOCTBIO, XOTA U3BCCTHBI U JIPYTUC TUIIBI HACJICTOBAHUA (CM., HarpuMmcep,

PCDH19). Takxe HabmtomaeTcs CJI0KHOE HACJICIOBAHHUE.

H3zeecmmuvie cenvl. C 3TUM CUHAPOMOM SIIWJICTICUHN CBA3dH pAd 'CHOB, B TOM YHCJIC!

SCNI1A (BeisiBiieH y 10% cemeit GEFS+), SCN1B u npyrue.

Cemelinbili anamues npucmynog/>nunencuu. JIas TMarHoCTUKUA 3TOTO CHHApPOMA
HE0OXO0MM CeMEiHbIN aHaMHe3. Y Jt0JIel B CEMbE MOTYT ObITh (PeOpUIIbHBIC
MPUCTYTIBI, (PeOPUNTbHBIE MPUCTYIIBI IUTIOC, UIUONATUUYECKUIN TeHEepaTu30BaHHbIN
AMIJICTITUYECKUI CUHIPOM WM STHJICTITHYECKUI CUHIPOM C 3HIe(daIonaTuei,
HaIpuMep, SMUJIETICUSI C MUOKJIOHMYECKHUMH aTOHUYECKUMHU MPUTTAIKAaMH WA

cunzpom [lpase.
1.9.1.1.5. Muokgonnuyeckas snuiencus y miaajaernunes (MEI)

OTOT CUHAPOM 3MUIIECTICUHA BCTPEYAETCS peIKO. MUOKIOHUYECKHE PUCTYIIbI—
€IMHCTBEHHBIN TUI IPUCTYNOB, HAOIIOJaEMbIH B HaUaJIe SMUJICTICUM, U OHU
HaoOmonarTcs yacto. OHU MOTYT ObITh aKTUBUPOBAHbI CBETOBOM CTUMYJISILIUEH,
BHE3AIIHBIM IIIYMOM HJIM TPUKOCHOBEHUEM. [ IpHUCTyIBI poxoaat camu 1o cede,
IPEKpalasch B TeUeHUE 6 MecseB — 5 JIeT ¢ MOMEHTa Hayvaja.
['eHepanu30BaHHbIE TOHUKO-KJIOHUYECKHE MPUCTYIIBI MOT'YT HA0JIIOAAThCs B O0Jee

IMO3JHCM BO3pacCTeC.



IIpumeuanue. CaMOOTpaHUUMBAIOIIMECS PUCTYIIBI OTHOCSTCS K MIPUIICTYTIaM,
MMEIOIIUM BBICOKYIO BEPOSITHOCTh CIIOHTAHHOTO MIPEKpaIleHHs B

MpeCcKa3yeMOM BO3pacCTe.
Knunuxa

OTOT CUHJIPOM XapaKTEepU3yeTCsl Ha4ajlOM MUOKJIOHUYECKHUX MPUCTYIIOB B
Bo3pacte ot 6 10 18 MmecsneB (0T 4 mecareB 70 3 jeT). My>KUnuHbBI CTpaaaloT B
J[Ba pasa 4aile, yeM KEHIIMHBL. [ [peamecTByomuii 1 poJoBOM aHAMHE3
HUYEM HE IpuMedaTebHbl. Pa3mep rojioBbl 1 HEBPOJIOTHYECKOE
obcnenoBanue B HopMme. [IpeamecTByromiee pa3BuTHe 0OOLIYHO HOPMAJILHOE.
CoobmraeTcss 0 KOTHUTUBHBIX, ABUTATEIbHBIX U MOBEACHYECKUX TPYAHOCTSIX,
0COOEHHO €CJIM MPHUCTYIIBI IIJI0X0 KOHTPOJIHMPYIOTCs. Micxoa pa3BUTHs
HOpMaJbHBIN B 60—-85% cirydaeB. MoryT Ha0Ir01aThCs JIETKUE HAPYIICHUS

WHTEJUICKTa ¥ MPOOJIEMBI C BHUMAHUEM.
Ilpucmynw

Obs3amenvHvie npunadku. Yacto HaOIIOJAIOTCS M HOKJIOHUYECKUE TTPUCTYTIBI.
OHU B OCHOBHOM KacarOTCsI TOJIOBBI (BBI3bIBAasi KWBAHUE ), TJIA3HBIX 00K (KOTOPBIC
BpAIAOTCS BBEPX ), BEPXHUX KOHEYHOCTEH, 3aCTABIISISI B3MAXUBATh PYKH BBEPX U
HapyXy) u quadparMel (MPUBOJIS K BOKaIU3alnu). Penko 3aTparuBaroTcs HOTH,
BbI3bIBas MajieHuss. OHU MOTYT ObITh MHUIHBIMU UJTH TIPOUCXOIUTH CEPUSIMU U
MOTYT BapbupOBaThCs 10 cemuzaecaTu. OHM MOTYT BOSHUKATh BO BCEX
cocTosiHUAX (00PCTBOBAaHNE, COHIIMBOCTh, MEIJICHHBIN COH U TIPU TIPOOYKACHHUH).
Onu MOTYT OBITH BBI3BaHBI CBETOBOM CTUMYJISIIMEH, BHE3AMTHBIM IITyMOM WJIH

MPUKOCHOBEHUEM (HAOJII01A€TCS Y TPETU MALIUEHTOB)
Moeym umemso

debpasibHbIC MPUCTYIIBI (HAOIIOAeTCS Y OJTHOM TPETH), OHU MOTYT

NpcAmCcCTBOBATh UJIK CJICA0BATH 3a HAYaJIOM MUOKIIOHUYCCKUX ITPUCTYIIOB

['eHepann3oBaHHBIC TOHUKO-KJIOHUYECKHE MPUCTYTHI (HaOmogaroTces y 10%

MMallUCHTOB C ITIOAPOCTKOBOTO B03paCTa)



Hcknrouenusl. FCHCpaJII/I?)OBaHHBIC TOHHUKO-KIIOHHMYCCKUC IIPUCTYIIbI B HAYAJIC

SIUWJIECTICUU U BCE JIPYTUE TUIIBI IPUCTYTIOB
['enemura

Xapaxmep nacnedosanus. HensBecTHO, BEPOSTHO, CIIOKHOE/TIOUT€HHOE

HACJIEIOBAHUE.
Hszeecmmuvie cenvi. HeT U3BECTHRIX T'€HOB.

Cemetinvlii anamues npucmynog/s>nunencuu. CeMenHblii anamMmHe3 (HeOpUIbHBIX

MPUCTYIIOB WJIU MHIIETICUM HaOItogaeTcst mpumepHo B 10% ciiydaes.

1.9.1.2. C SHIHE®AJIOITATHUEN PA3BUTHUSA U DIINJENTUUYECKOM
SHIE®AJONATHUEN (DEE)

1.9.1.2.1. PAHHSAA AETCKASA DOHUHE®AJIONTATUSA PASBUTUSA U
SQMUWIEIITHYECKASA DQHHE®AJIOITATHSA (EIDEE)

CuHapoM paHHEeH MIIaJIeHYECKOM SHIIepaonaTuy pa3BUTHUS U SMUIIENITHYECKOM
sanedanonatnn (EIDEE) xapakTepusyercst 4acThIMH JIEKapCTBEHHO-
YCTOMYMBBIMU IPUCTYIIaMH, KOTOPbIE HAUMHAIOTCS B BO3pacTe <3 MeCSLEB, C
aHOMaJIbHOW MeXNpucTynHON O3I" 1 HeBpoJOrnYecKkuM 00CIeJ0BaHUEM. DTOT
CUHIPOM OXBaThIBAET MPEIbITYIINE CHHIPOMBI cUHApoMa OTaxapa v paHHEen
MUOKJIOHUYECKOH sHIeanonatu. Ha panHel cTanuu cieayeT UCKIIOYUTh
MeTaboIMYeCKre ITHOIOTHH (0OCOOCHHO HApYIICHUS MTUPHUIOKCHHA U

NUpUIOKCATb-5-Pochara) moaaaromuecs JeUYEHHUIO.
Krunuka

DTOT CUHAPOM HAYMHAETCs B paHHEM mutajieHyeckoM Bospacte (0-3 mecsa). Oba
1oJIa CTPaJaroT 0JlMHAaKoBO. CeMeilHbIi, HaTalbHBIN U POJIOBOI aHaMHE3 0OBIYHO B
HOpMe. Pa3zmep rosioBel BappupyeT B 3aBUCHMOCTH OT STHOJIOTHH, HO MOKET OBIThH
HOPMAJIBHBIM IIPH poKJieHUU. [IpuCyTCTBYIOT aHOMAJIMK TOHYca (Yallle BCEro
LEHTpaJIbHAsI TUIIOTOHUS) U OCAHKU. AHOMaJIbHOE HEBPOJOTHUUECKOE PA3BUTHE

MOJKET MPEeIIeCTBOBATh HAually MPUCTYIA, HO MOXKET ObITh HE PACIO3HAHO M3-32



paHHETO BO3pacTa. /[BUraresbHble pacCTpONCTBA paCIpPOCTPAHEHBI U MOTYT
MIPUCYTCTBOBATH B HaYaJ€ MPUCTYNa WIH MOSBIATHCS C BO3PACTOM. Y
OOJBIIMHCTBA AeTel OyAyT yMEepEeHHbIEC WIH [NTyOOKHE HApyLICHHUs pa3BUTHUA.
Taxoxe HaOMIOAAIOTCS KOPTUKAJIbHbBIE HAPYIICHUS 3pEHUS, OPTOIEINYECKHE
po6JIeMbl U TPYJHOCTHU € KopMieHHeM. [IpogomKUTeTbHOCTD KU3HU MOXKET OBbITh
cokpartieHa. [Ipuctynbl 0OBIYHO YCTOMUYMBEI K JIEKAPCTBAM, €CIIM HE OOHApY KeHa
u3JieyuMasi CTpYKTypHasi, TeHeTHUecKasi Wik MeTabonrueckasl IpuurHa. Y JeTei ¢
TUM CHHAPOMOM MOKET Pa3BUTHCS CUHAPOM WH(MAHTUIHHBIX SMUICITHICCKUX

CIIa3MOB WJIM CUHAPOM JIeHHOKca-I"acTo.

Ipuuunoi:

o CTpyKTypHas aHOMaJIis MO3ra SIBJsieTCsl HanOoJiee paclpoCTPaHEHHON

MIPUYUHOU

o [‘eHeTuuyeckue 9THOJIOTUH, BKIIKOYasl XpOMOCOMHBIC HAPYIICHHW A, BapUualuu

Yuclia KONUM U TTaTOT€HHBIE Bapualuu rcHoB

e MeTraboan4ecKue STHOIOTHHN (MUTOXOHIPHUATBHBIC HAPYIIICHUS,
HEKETOTUYECKAsI TUTICPTIIMUHEMHUSI, HAPYIIICHUS
MUPUI0KCUHA/TTUPUI0KCANTb-5-hocdaTta, nepunut

KapHUTHHIIAIbMUTOUNATPaHChepasbl U JpyTue)
Ipumeuanue. IlpumepHo B 80% ciyyaeB MOKHO HalTU IPUYHHY .
Ilpucmynwi

Obs3amenvuvie npucmynsl. TOHHYECKHE W/WIN MUOKIIOHUYECKHE IPUCTYIIBI
SBIISIIOTCA 00s13aTENIbHBIMU JIJIsl 3TOT0 cUHApoMa OHHU 4acTO MPOUCXOJAT
€XXETHEBHO C BBICOKON 4acTOTOW TOHMYECKHE MPUCTYIIBI YACTHl U MOTYT OBITh
€AMHUYHBIMU WU MPOUCXOJUTH CEPUSIMHU, OHU MOTYT OBITh CHMMETPUYHBIMH UJTU
ACUMMETPUYHBIMU MHOKIIOHYC MOKET ObITh 04aroBbIM WM MHOTOOYAroBbIM U
MOJKET OBITh CITy4allHbIM WJIM TIOYTH HEMpepbIBHBIM. OH MOXET OBITH

OecrnopsI0UHbIM (ACUHXPOHHBIM aCUMMETPUYHBIM U CITy4aiHbIM) WJIM MACCUBHBIM



U IBYCTOPOHHHUM. BGCHOp}I,Z[OIIHI)Iﬁ MHOKJIOHYC Yalle€ BCCTO CBA3AaH C

META00INYECKON ITHOJIOTUEN

Moeym Obimsb: SUWIENTHYECKUE CIIa3MBbl; TOCJICA0BATEIIbHBIC IPUCTYIIBI (3TO
MPUCTYMBL, IPU KOTOPBIX €CTh PAJI PA3TUYHBIX IPU3HAKOB IIPUCTYTIA,
MPOUCXOSIIIUX TOCIEOBATENBHO B OAHOM MPUCTYTE, 0€3 KaKoH-1100 O HOM
peo0IaIaroNIei XapakTepUCTUKU, HATPUMED, CHaYaaa 04aroBbIii TOHMYECKHM
MPUCTYT, 32 KOTOPBIM CJIEAYIOT OYaroBble KIOHUYECKUE MPU3HAKH, A 3aTEM
CJIETyIOT BEr€TaTUBHBIE MPU3HAKH ); (DOKAIbHBIE KIIOHUYECKUE TIPUCTYIIHI,
BKJTFOYAsi TEMUKJIOHUYECKHUE PUCTYTIBI; (POKATBHBIC TPUCTYIIBI C MOCICIOMMU

JIBYCTOPOHHUMH TOHUKO-KJIOHUYECKUMH IIPUCTYIIAMU
[enemura

Xapaxkmep nacnedosanus. Camoil pacipOCTpaHCHHOU MPUYUHOMN SBIISICTCS
CTPYKTypHasi aHOMaJIASI MO3Ta, 3TO MOXKET ObITh MPUOOPETCHHAS] aHOMAJTHST MO3Ta

WJIM BBI3BaHHAsI aHOMAJIMSIMHU I'eHOB de novo.

H3eecmuble cenbl. I'eneTnueckas stnonorus BrirodaeT: KCNQ2, SCN2A,

STXBP1, CDKL5, KCNT1 u apyrue.

Cemetinviii anamues npucmynos/snunencuu CeMeHHbI aHAMHE3 MPUCTYTIOB WU
AMUJIETNICUU OOBIYHO OTCYTCTBYET. [1070KUTENBHBIN CEMEIHBI aHaMHE3 10JKEH

H06y,Z[I/ITI> K ITIOUCKY TCHETUYECKOM MM METa0O0IMYSCKOM STHOJIOTHH.

1.9.1.2.2.3IIWJIEIICUA MJIAJIEHIIEB C MUTPUPYIOIIIUMHU
OOKAJBHBIMU ITPUCTYHHAMMU (EIMFS)

OTOT CUHAPOM BCTPEUYAETCA PEAKO M XapaKTEPU3yETCsl HaYaIoM
BBICOKOYACTOTHBIX TPYIHOU3IEUUMBIX MYJbTU(OKAIBHBIX IPUCTYIIOB C
perpeccoM pa3BUTHsI HAa IIEPBOM IOy KU3HU. [IpUCTyIbl BOSHUKAOT HE3aBUCUMO
B 000MX MOJTyIIAPHUSIX U MOTYT MUTPUPOBATh U3 OJHON KOPKOBOM 00JacTH B
Ipyryro. B KoHeYHOM UTOre HaOII0AaeTCs TSHKENI0e HapyLIEHUE pa3BUTHS

HepBHOﬁ CHUCTCMbI U COKpAIIACTCA IMPOAOJLKUTCIIBHOCTD JKU3HU.



llpumeuanue dnunencusi MIIaJICHYECTBA C MUTPUPYIOIUMU (HOKATBLHBIMU
NPUCTYNAaMH — 3TO CUHAPOM C 3HIle(anonaTuend pa3BUTHs U MU TUYECKON

sHIIE(haTOMaTHEN.
Knunuka

OTOT CUHAPOM OOBIYHO HAYMHAETCA B MIEPBBIE IIECTh MECALIEB KU3HU (B CPEAHEM
3 Mecs1a), HoO cooOIaIOCh O OOJIee MO3JHEM Havyalle Ha IepBOM roay xku3Hu. Oda
110J1a MOPAYKAKOTCS B paBHOU cteneHu. [IpeqmecTByommm 1 pogoBOM aHaMHE3
00OBIYHO HOPMaJIbHBIN. Pa3mep ronoBbl 1 HEBPOJOTHYECKOE 00CIIEI0BAHNEB
Hayajie 00bIYHO HOpMaJibHbIE. Y OOJIBIIMHCTBA MALIMEHTOB K 1 roy KU3HU
pa3BuBaetTcs Mukpouedanus. Pazputue MoxkeT ObITh BHaUajIe HOPMaIbHBIM, HO
IPOUCXOAUT perpecc. MokeT Hab04aThCsl HapylIeHue ABrkeHui. [Iporuos
HEOJIArONMPUIITHBIN C MPOJOJIKAIOIIMMHUCS TPYIHO MOAJAIOLUTIMUCS JICUCHHUIO
IIPUCTYIIAMH, TSKEJIBIMA HEBPOJOTUYECKMMU HAPYILICHUSIMU U COKPAILIEHUEM
IPOAODKUTEIBHOCTH )KU3HU, XOTS Y HECKOJIBKUX JIeTel ObUIN 3apEruCTPUPOBAHbI

Oonee serkue Gopmbl 3a00JIEBaAHMS.
Ilpucmynw

Obsazamenvhvie npucmynsi. DoKanbHbIE MOTOPHBIE MTPUCTYIIBI (KJIIOHUYECKUE WIIH
TOHMUYECKHUE) SIBJISIFOTCS 00513aTeAbHBIMU AJIs1 ATOr0 cuHApoMa. OHU U3HAYAJIbHO
pENKH, a 3aTeM CTAaHOBATCA OUY€Hb YacThIMU. /|71t 3TOr0 cuHapomMa TpedyroTCs
KJIIMHUYEeCKHe niy D] -10Ka3aTenbCcTBa MUTPALMK pUcTynoB. KnnHuueckue
JI0KA3aTesIbCTBA MUTPALlMU MOTYT BKJIFOYATh TO, YTO IPUCTYI U3HAYAIBHO
HAYMHAETCS C OJJHOCTOPOHHUX (POKATHHBIX MOTOPHBIX MPU3HAKOB, & BO BPEMS
IPUIAIKa OHU CTUXAIOT, U BMECTO 3TOro Habmroaaercs (pokaabHasi MOTOpHAs

AKTUBHOCTD IIPUCTYIIOB Ha HpOTPIBOHOJ'IO)KHOﬁ CTOPOHC

Moeym 6vimb: hokambHbIe TOBEICHYECKUE MPUCTYTIBI C TN 0€3 BEPCUU T'OJIOBBI
WJIM IJ1a3, C BBIPaKEHHBIMU aBTOHOMHBIMHU ITPU3HAKAMU; PEIKO SMUIIENTUIECKUE

CIIa3MBbI, SOUJICITUYCCKUN cTaTryc

Hcxnrouenus: MUOKIIOHUYECKHAE TTPUCTYTIBI



['enemuka

Xapaxkmep nacnedosanusi. B 00NBITMHCTBE CITy4aeB MPUUUHOMN SBIISIIOTCS
aHOMaJIUU reHOB de Novo, OJJTHAKO PEIKO MPUYMHA MOKET OBbITh YHACIIEI0BaHA

(3apeructpupoano st KCNT1).

Hszeecmnuvie cenvr. KCNT1 sBnsieTcst Hanbosee 4acToi MpUIUHOM (B MOJIOBUHE
CJIy4aeB), IPyTHeE T€HbI, CBSI3aHHBIE C 3TUM CUHAPOMOM, BKJIItoUaroT SCN1A,
SCN2A, TBC1D24 u npyrue. Y HEKOTOPBIX JeTei ObLTH OOHAPYKEHbI

BPOXIACHHBIC HAPYIMICHUA TTINKO3UJIMPOBAHUA].

Cemetinbiti anamues npucmynos/snuiencuu. B peaxux ciydasx, Korja Npu4uHOM
sBysieTcs ceMmeinbii natoreHHbi BapuanT KCNT1, y unieHoB ceMbU MOXKET OBITh

(I)OKaJIBHaH SIMUJICTICUA WJIM TUIICPMOTOPHAA SIMHUJICTICUA, CBA3aHHAsA CO CHOM.

1.9.1.2.3. CHHIPOM MH®AHTUJILHBIX SIMUWJIENTUYECKHX
CIA3MOB (IESS)

CuHapoM MHPaHTUIIBHBIX SMUIENTHYECKUX CIa3MOB XapaKTEpU3yeTCsl HauajaoM
SNUJIENTUYECKUX CIIa3MOB y MilafieHa (B Bo3pacTte 1-24 MecAueB). OTOT CUHAPOM
BKJIFOUAeT CUHJpoM Becra, mpu KOTOPOM y MalveHTOB HAOII0AAETCsA TPUAIA!
AMWIECNTUYECKHUE CIIa3Mbl, TUIICApUTMHUS Ha D1 ¥ 3aMe/IJIeHUE Ui perpece

pa3BUTHUSL.

Ipumeuanue CuaapomM MHOAHTUILHBIX SMUICITHYECKUX CITA3MOB — 3TO

CUHJIPOM C 3HIIedaonaTie pa3BUTHS U SIMIICNITHICCKON dHIIe(anonaTuei.
Knunuxa

DOTOT CUHJPOM XapaKTEPU3YETCs HAYaJIOM SMUJICITUYECKUX CIIa3MOB B BO3PacTe
1-24 mecsiueB (nmuk B Bo3pacte 3—12 MecsiieB). Y MIaJeHIEB MOXKET HE ObITh
MPEIIECTBYIONIEH HCTOPUM O0JIE3HH, U MOTYT OBITh HOPMaJIbHBIE Pa3MepPhl
TOJIOBBI 1 HEBPOJIOTHIECKOE 00CIICIOBAHNE, UIN UX UCTOpHsI O0JIE3HU U
oOce0BaHe MOTYT OTPaKaTh OCHOBHYIO IPUUMHY (HAPUMEP, TMPEIBITYIIYIO

NPUOOPETEHHYIO CTPYKTYPHYIO aHOMAJIMIO MO3Ta). Y MIIaJICHIIEB MOXKET HE ObITh



MPEALIECTBYIOMIEN SMUICTICUU I MOXKET ObITh IPEIIIECTBYIOMIAs SITUICTICUS
WU CUHIPOM (Hampumep, CUHAPOM PaHHEH NETCKON AU THYECKOM
sHIeanionaTuu pa3utus). O0a moja noABep>KeHbI 3a00JIEBAHUIO, C
npeo0IajaHieM MY>KUUH. 3aMeIJIEHUE Pa3BUTHUS WU PETPECC MOTYT
Ha0JII01aThCSl BHAYAJIE SMUJICITUYECKUX Cl1a3MoB. IHOT1a pa3BUTHE MOXKET OBIThH

HOPMAJIBHBIM, U TPACKTOPUS PA3BUTHUS MPOJIOIKAETCS, KAK U OKHUAAIO0CH.
Ipuuunor:

e CTpyKTypHBIE aHOMAJIUUA MO3Ta, KaK MPUOOPETEHHBIE, TaK U
pasBuBatoniuecs (Harpumep, TyOepO3HbIN CKICPO3 UM THITOKCHYCCKH-

UIIeMHUYecKas SHIe(anonaTus)

e XpOMOCOMHBIE HApYIIIEHHUS, HAIIPUMEP, CUHJIPOM JlayHa Wi CUHIPOM

Munnepa-/Inkepa
e [‘ennsie anomanuu, Haipumep, ARX, CDKLS5, SPTANI, STXBPI
e Meraboanueckue STHOIOTUU
Ilpucmynwi

Obs3amenvbHbie npucmynst. JNATENTUYECKUE TPUCTYIBI SIBISIOTCS
00s13aTeIBHBIMH JJIS1 3TOT'0 CHHPOMA, OHU OOBIYHO BO3HUKAIOT CEPUS U B

00JIpCTBOBAaHUU

Ocmpoocno Eciiu HabnogatoTcd aCHMMETPUYHBIEC UITH OJTHOCTOPOHHUE
AMUJIENITUYECKUE CIIa3Mbl WM SMIICNTUYECKHUE Ca3Mbl C IPYTUMHU OYaroBbIMU
MpU3HaKaMu (HampuMep MOBOPOT TJ1a3) HEOOXOAMMO UCKATh CTPYKTYPHYIO

ATUOJIOTUIO
MoryT OBITh 049aroBbI€ MPUCTYTIBI
['enemuxa

Xapaxmep nacneoosanus Y OOJbIIMHCTBA NALMEHTOB C 3TUM CHHIPOMOM

Ha6J'II-0I[aI-0TCSI CTPYKTYPHBIC aHOMAJINN MO3ra. Yactb ClIy4acB UMCCT



IFCHCTHYCCKYIO OTHOJIOTHUIO, a4 XapaKTEP HACICAOBAHUA 3aBUCHUT OT BOBJICYCHHOI'O

T'€Ha.

H36ecmuvble 2envi. I €Hbl, CBA3aHHBIE C TUM CUHAPOMOM, BKIt0UatoT ARX,
CDKLS5, SPTANI1, STXBPI u rensl, KOTOpbIE J€XAT B OCHOBE CTPYKTYPHBIX

aHomasnui mosra, Harpumep, TSCI1 (Ha 9q34, koaupyromuii ramapTus) u TSC2.

C 3TUM CHHJPOMOM CBSI3aH PsAJl XPOMOCOMHBIX aHOMaJIUH (Harpumep, TPUCOMUS
21) u Bapuanuii 4ucia KOnui, H03TOMY CIEAYET YUUThIBATh KAPUOTHUII U

MUKPOYHII.

Cemetinviti anamnes npucmynos/snunencuu. CeMeHbI aHaMHE3 NPUCTYIIOB WIH
AMUJIETICUM BCTpeuaeTcs peako. Hammume cemeitHOro anamHesa JOJIKHO
MOCITYKUTh OCHOBAaHHMEM JIJIsl IPOBEICHUS 00CIICIOBAHUS HA TIPEAMET

CHGHI/I(I)I/I‘IGCKI/IX T'CHCTHUUCCKUX NJIN MeTa6OHI/ILI€CKI/IX IMPpUYNH.
1.9.1.2.4. CHHJIPOM JPABE (DS)

Cunapom [IpaBe 0OBIYHO MPOSABIIAECTCS HA IEPBOM IOy KHU3HU Y HOPMAJILHOTO
pebeHKa JUTEeTbHBIMU, GeOPUITEHBIMU U aQeOpUITbHBIMU, (OKATHLHBIME (OOBIYHO
TeMUKJIOHUYECKUMH ) UM T€HEePaTu30BaHHBIMU TOHUKO-KIOHUYECKUMHU
npucTynamu. /[pyrue TUIbl MPUCTYIIOB, BKJIIOUAsi MUOKJIOHUYECKUE U aTUTTUYHBIE
a0caHChl, MOSIBIISIFOTCS B Bo3pacte OoT 1 110 4 neT. [Ipuctynbl 00bIYHO TPYAHO
MOIA0TCS JICUCHUIO, M CO BTOPOTO Tojia )KU3HM Y JIeTel MPOSBIISIOTCS
KOTHUTHUBHBIE U TIOBEJEHYECKHUE HapylIeHus. KnuHuueckuil quarHos
MOJATBEPKAACTCS HAJTMYMEM aHOMAJIUM B reHe HaTpueBoro kaHaina SCNI1A

(o6Hapy»kuBaercs Oosiee yeM B 80% cirydaes).

lpumeuanue. Cunapom JlpaBe — 3T0 CUHAPOM C 3HIIe(anonaTuei pa3BUTHs U

AMHUJICITUYECKON DHIIePaIONaTHEN.
Knunuka

Hauasno npuctynoB oObIYHO NPOUCXOAUT B BO3pacTe OT 3 10 9 mecsiieB (B

cpeaHeM 6 mecsies, Auamnas3oH ot 1 g0 20 mecsieB). [lopaxkarorcs o6a mosa.



[IpeqmecTByOMINM, POAOBOM U HEOHATAIBHBIA aHAMHE3 B HOpME. BHayvaiie
MIPUCTYIIa HEBPOJOTHUUECKU OCMOTP U pa3Mep roJIoBbl B HOpMe. [IpucTtyrbl yacto
MIPOBOILIUPYIOTCS JTUXOPATKOM, KAPO, OOJIC3HBIO UM UMMYHH3AITUEH. DIHU30,1bI
AMUJIENTHYECKOTO cTaTyca oObIYHbI A0 5 seT. [IpucTynsbl, ycroilunBbie K
JIEKapCTBEHHBIM Mpenaparam, OKUAA0TCSA HA NPOTSHKEHUU BCeH Ku3HU. PazButne
0OBIYHO HOPMAJILHOE B TIEPBBIH TOJ1 )KU3HH, C 3aMEJICHUEM UITH PETPECCOM,
MPUBOIAIIMM K HApYyIICHUSM, Ha0II0/1aeMbIM B Bo3pacte 12-60 mecsitieB. Xoap0a
MOKET OBITh CJIETKa 3a/iepKaHa, 1 OTMEYACTCS HEYCTOMYMBOCTh MOXOIKH. Y
NAIMEHTOB MOTYT ObITh HAPYILLIEHUSI BHUMaHUS, Y OOJIIIMHCTBA CO BPEMEHEM
MOSIBJISTFOTCS. UHTEJUICKTYaIbHbIE HAPYIIEHUSI (OT JIETKUX 10 TSHKEIIBIX).
XapakTepHas MOX0JKa ¢ IPUCETAHNEM MOKET HAOIIOAaThCS B TTIOJAPOCTKOBOM

BO3pacTe.

Ocmopooicro! TIpoTUBOCYIOPOKHBIE TIpenapaThl, 001a1aroe CBOMCTBAMHU
OJIOKUPOBAHUS HATPUEBBIX KAHAJIOB, MOTYT YCYT'YOJISTh IPUCTYIIBI IPU STOM

CHHJIpOME.

Ocmopoorcno! ToHnYeCKre IPUCTYIIBI U MU TUYECKUE CIIa3Mbl HE
ra0JII01at0TCs, €CJIA JTHU MPUCYTCTBYIOT, PACCMOTPUTE APYTHE CUHIPOMBI

SIWJICTICUMU.
Ilpucmynwi

Obsazamenvrvie npunadku. OedpribHbIe U adheOPIIIbHBIC 09aroBbIe KIIOHUYECKUE,
BKJTIOYAs FTeMUKJIOHMYECKHE, IPUCTYIIBI U/WJIA TCHEPATN30BAHHBIC KIIOHUYCCKHE
NPHUCTYTBL. | eMUKIIOHHUECKHE TTPUCTYIIBI MOTYT YepeI0BaTh CTOPOHBI TEIa OT
NPUCTYIIA K TPUCTYIY. [IpUCTYIIBI YaCTO MPOJOKUTEIILHBI U TIPOBOIIUPYOTCSI

JUXOPAJIKOM, Kapoi, 00JIe3HBI0 WIIM UMMYyHU3AIUEH.

Mooicem 6vimb: MUOKIIOHUYECKHE CyIOPOTH; aTUITUNIHBIC a0CAHChI; aTOHUYECKHE

CYJOpOTH; SIMIWIESNTHUECKUH cTaTyc 06e3 cy1opor

vy HCKOTOPBIX ITAIUCHTOB MOT'YT BOSHUKHYTH IIPUCTYIIbI, BbI3BAHHLIC

3pUTENTBbHBIMU 00pa3aMU UM CBETOBOM CTUMYJISLIUEH.



Hcknouenus nuiienTUYECKUE Cria3Mbl
['enemuka

Xapaxmep nacnredosanus. ITOT CUHAPOM O00YCIIOBIIEH NATOT€HHBIMU BapuaHTaMu
SCN1A, kotopsie BisBisitoTcs B >80% citydaeB, OONBIIMHCTBO U3 HUX SIBIISIOTCS
BapuanTamu de novo, Ho 5-10% HacneayroTcs (ayTOCOMHO-IOMUHAHTHO WJIH OT
MO3aUYHOTO poAauTeNsi). POACTBEHHUKU-HOCUTEIN MOTYT ObITh HE 3aTPOHYTHI UITU
UMETh 00JIee JErKUi SMUICNTUYECKUN CUHIPOM, HAIIPUMEP, TEHETUYECKYIO
snuIencuio ¢ GeOpuIIbHBIMU CyioporamMu Iuitoc cnektp. Cooluanock o

3apOoAbINICBOM U COMATHUYCCKOM MO3aUIU3MC.

H3eecmuvble 2envi. SCN1A gBiIsi€TCS OCHOBHOM MPUYUHOM, IPYTUE TEHBI, PEIKO

CBSI3aHHBIE C 3TUM cuHApoMoM, BkiItoualoT GABRG2, GABRA1 u STXBPI.

Cemetinviti anamues npucmynos/snunencuu. CeMEHHBI aHAMHE3 ITHIICTICUN
u/unu GeOpUIIbHBIX NMPUCTYNOB NpUucyTcTByeT y 30-50% narnuenTos. Y
HEKOTOPBIX JIETEU ¢ CHHAPOMOM [[paBe ceMeMHbI aHAMHE3 COOTBETCTBYET

T€HETUYECKOM MIIIeTICUU ¢ (heOPUILHBIMU MIPUCTYIIAMHU TUTFOC CIIEKTP.
1.9.2. /lemcmeo

1.9.2.1.CAMOKYIIMPYIOIIUECSA ®OKAJIBHBIE SITWIENTUYECKHUE
CHUH/IPOMBI (SELFES)

1.9.2.1.1. PEMUCCHUSA OKUIJAETCSA BO BCEX CIYYAAX K
MHOJAPOCTKOBOMY BO3PACTY

1.9.2.1.1.1. CAMOKYIIUPYIOIIASICS DITUJENCHUS C
HEHTPOTEMIOPAJILHBIMU CIIAKAMU (SELECTS)

CaMoKynupyromascst SMUWIETCHs C LIEHTPOTEMIIOPATbLHBIMU CliaiikaMu (paHee
M3BECTHAS KaK JOOPOKaueCTBEHHAs JIETCKas SMUIICTICHS C IIEHTPOTEMIIOPATIbHBIMU
cnaiikamu (BCECTS) unu ponanandeckast SIUIETICUs) — 3TO CUHAPOM
CaMOKYITUPYIOIIEHCS SMUJIETICUU, KOTOPBIA HAUMHAETCS Y B OCTAIbHOM

HOPMAJILHOTO PEOCHKA B paHHEM IIIKOJIBHOM Bo3pacte. [[pucTyIbl mpecTaBasoT



c000i1 KpaTKOBpeMeHHbIE OyJIbOapHbIe U TeMudalaiIbHbIe CECHCOMOTOPHBIC
IMPUCTYIIbI, KOTOPhIE MOTYT MEepEPACcTH B (POKATbHBIE MPUCTYTIBI C TOCIETYOITUMU
JBYCTOPOHHUMU TOHHKO-KJIOHUYECKUMHU MpUcTynamu. 91 moKka3bIBaeT
HOPMaJIbHBIN ()OH C XapaKTepHON BBICOKOAMIUIMTYIHON IIEHTPOTEMITOPATILHOMN
MHIENTUGOPMHON aHOMaNIEN, aKTUBUPYIOLEHCS IIPY COHJIUBOCTH U CHE.

[TpucTynbl IpeKpamarTCcs K MOJOBOMY CO3PEBAHUIO.

lpumeuanue. CaMOKyNMPYIOIIASCA SMUIIETICUSI OTHOCUTCS K BBICOKOU

BEPOSITHOCTU CIIOHTAHHOTO MPEKPAILIEHUs IPUCTYTIOB B ONPEACIIEHHOM BO3pacTe.

IIpumeuanue. CaMOKyTIMpYIOUIAsICS SMHUIIETICHUS C IIEHTPOTEMIIOPATIbHBIMH
crnaiikamMu ¥ sHIe(aIonaTHs paBUTHS U/WIIH STUJICTITUYECKas SHIIepaonaTus ¢
aKTHBAIMEH CIIaliK-BOJIH BO CHE CUMTAIOTCS COCTOSIHUSMU, KOTOPBIE CYLIECTBYIOT
B CIIEKTPE, KOT/1a OTJEIbHBIN peOCHOK MOXKET CO BPEMEHEM NEPEXOIUTh OT OJTHOTO

CUHJIpOMA K JIPyrOMYy.

Buumanue! Ecnau npu 5TOM CHHIPOME MPOUCXOIUT KOTHUTUBHOE WIIM PEUYEBOE
YXYALIEHHE, PacCMOTPUTE BOZMOXKHOCTH MpoBeaeHus D3I cHa (o1ieHuTe
sHIE(DATONMATHIO PA3BUTHS U/ MW STHWICNITUYECKYIO SHIIE(PaTONaTHIO C

aKTUBAIIUEH Calik-BOJIH BO CHE)
Knunuka

DTOT CHHAPOM PacIpOCTPAHEH, COCTaBIAA 6-7% BCEX CIydaeB AETCKOU
SIUJIETICUH, U XapaKTePHU3yeTCs HauyalloM MPUCTYNOB B Bo3pacte oT 4 1o 10 net
(muanazoH ot 3 1o 14 net). Ob6a nosa cTpagaroT ¢ HEOOJIBIIUM MpeodIaTaHuEM
MyxuuH. [IpeamrecTByommi, pogoBoi, HEOHATAJIbHBIA AHAMHE3 U UCTOPUS
pa3BUTHS OOBIYHO HOPMAJILHBI. Y HEKOTOPBIX JIETEH B aHAMHE3€ €CTh ACPUITUT
BHUMAaHMSI/TUNIEPAKTUBHOCTD WM CTIEHU(PUUECKUE KOTHUTUBHBIE HAPYIIICHHUS.
Hespomornueckuii 0CMOTpP ¥ pa3Mep I'oJIOBBI B HOpMeE. MOXKET IPUCYTCTBOBATH
ucropus pedpunabHBIX PUCTYTIOB (Y 5-15%) unm penko ucropus

CCaMOKYIUPYIOIIEHCS SMUJICTICUU C BEr€TaTUBHBIMU MPUCTyIIaMu. B Teuenue



AKTUBHOW SIUJICTICUA MOTYT BOSHUKHYTh WIH YXYAIIUTHCS TIOBEICHISCKUE
HEeUpOTCUXO0JIOTHYeCKHe NeUIIUTHI, OCOOCHHO B 00JIACTH PEYHU U
UCIIOJIHUTENbHBIX (PYHKITUI. DTH ASPUITUTHI YACTO YIYUIIAIOTCS C BO3PACTOM.
[TpucTymnbl 0OBIYHO MOAMAIOTCS JICUCHUIO U OOBIYHO MPOXOAT K MOJIOBOMY

CO3PEBAHUIO, HO MHOTJAa MOT'YT BO3HUKATh J10 18 Jer.

Buumanue! Ecnu manueHT — MyKUrHA ¢ MHTEJUIEKTYaIbHBIMU HAPYIIICHUSMH,
PacCMOTPHUTE CHHIPOM JOMKOUN X-XpOMOCOMBI (0coOeHHO ecii Ha DI

PUCYTCTBYET (POHOBOE 3aMEIJICHUE)
Ilpunaoxu

ObszamenvbHvle npucmynsi. [IpUCTYIIBI C TOOHO-TEMEHHBIMU ONEPKYJISIPHBIMU
3HaKamH (1) CeHCOMOTOPHBIE CUMIITOMBI — OJHOCTOPOHHEE OHEMEHHE WIIH
napecTe3us sA3bIKa, ry0, 1eCeH W/UI BHYTPEHHEN MOBEPXHOCTH IIEKHU C
KJIIOHUYECKUMU UJITM TOHWYECKUMH COKPAIEHUSIMU, KOTOPBIE MOTYT
pacrpoCTpaHsAThCS Ha OJIHY MOJOBUHY JIMIA, (2) OCTAHOBKA peun — JAETH
HCIIBITBIBAIOT TPYIHOCTH WJIM HE MOT'YT FTOBOPHUTH (Au3apTpus) u (3)
CITFOHOTEYCHHE, HESCHO, CBS3aHO JIU 3TO C M30BITOYHBIM CIIFOHOOTACIICHUEM W/HITN
HEBO3MOKHOCTBIO TJIOTaTh. B HEKOTOPBIX CITydasiX MOKET HAOII01aThCs TOJIBKO

CCHCOMOTOPHBIC U3MCHCHMA SA3bIKA.

[IpucTyn MOKET BOBHUKHYTh BO CHE U IEPEUTH B KJIIOHMYECKHUI NPUCTYN (BEPXHUX
KOHEYHOCTEH UM OJHOW CTOPOHBI TeJa) WU B (POKAIBHBIN MPUCTYTI C
NOCJIETYOIIMMU JBYCTOPOHHUMH TOHUKO-KJIOHUYECKUMH ITPUCTYTIaMHU
(IByCTOPOHHSISI TOHWYECKAasl W/WIH KIIOHUYECKast aKTUBHOCTh PYK HITU PYK M HOT).

[Tocne mpuctyna MoxxeT HaOM0AaThes mape3 Toxaaa.

[IpucTtynsl KpaTKOBpEMEHHBI (2—3 MUHYTbI) U B OCHOBHOM MPOUCXOJISAT BO CHE.
<20% manueHToB MPUCTYIIbl HAOII0IAI0TCS TOIBKO B COCTOSIHUM OOJIPCTBOBAHUSI.

Y GoJIBIIMHCTBA MAIIMEHTOB MPUCTYIIBI HAOMI0Aat0TCs peako (<10 3a BCIO KU3HB)

Obpamume @HumaHue, YTO TEPMHUHBI JOOHO-TEMEHHBIE ONIEPKYJISIPHBIE,

HCHTPOTCMIIOPAJIBHBIC Y POJIAHANYCCKUC ITPUCTYIIBI ABJIAOTCA CHHOHUMAMU,



OTHOCSIIIIMMHUCS K IPUCTYIIaM, BOBJIEKAIOIIUM 00JIaCTh BOKPYT HUXKHEM
LEHTpaJIbHON 00po3/bl. OJHAKO MPU ITOM CUHAPOME KOTHUTHBHBIE (HAIIpUMED,
BKYCOBBIE), SMOLIMOHAJIbHBIE (HAIIPUMED, CTPax) U BEr€TaTUBHBIE CUMIITOMBI HE

HaOII0TaI0TCS

Mooicem 603HUKHYMb. DUMITETITUYECKUN cTaTyC ¢ (OKATbHBIMU MPUCTYIIAMU C
MOCJIEAYIOUMMHU JIBYCTOPOHHUMHU TOHUKO-KJIOHUHUYECKUMU MPUCTYIIAMU

BCTPCHACTCA PCAKO N JOJIKCH IIPUBCCTU K IICPECCMOTPY JHArHO3a

Brumanue! Atunnynsle abcaHchl, (pOKaIbHbIE AaTOHUYECKUE TIPUCTYTIBI U
¢okanpHBIE MOTOPHBIE MPUCTYIBI C OTPULATETIHLHBIM MUOKIOHYCOM IPENOoaraioT
SHIIePaATIONATHIO PA3BUTHSI U/UITU SMUJICITUYECKYIO YHIIEPaATIONaTHIO C

aKTHUBaIlMEeN CIIalik-BOJIH BO CHE.

Hcknrouenus: FCHepaJII/IBOBaHHBIe TOHHKO-KIIOHUYCCKHUC IMPUCTYIIbI U APYI'UC

THUIIBI IPUCTYIIOB
[enemuxa

Xapaxkmep nacnedoganusi. Y 4JI€HOB CEMbU MOTYT ObITh TUITMYHbBIC
LEHTPOTEMITOpAJIbHBIC Pa3psbl, HAOIIOAAEMbIE ITPH 3TOM CUHIPOME, B
3aBUCUMOCTH OT BO3pacTa 0e3 KIIMHUYECKUX MPUCTYIIOB, OJTHAKO CEMbH C 3TUM
KJIIMHUYECKUM CUHAPOMOM BCTPEUAOTCS OYeHb peako. HacnenoBanue, BEPOSITHO,

ABJEACTCA CIIOKHBIM.

H3eecmuvie cenvl. IlaToreHHbIe BapUaHThI, BBI3BIBAIOIINE STOT CUHIIPOM, HE
BBISIBJICHBI, COOOIAJIOCH O PEAKUX CIIy4asiX ¢ BapHallUsIMH YKCIia KOTTHH.
[Tatorennsie BapuanTel B GRIN2A 061111 OOHAPYIKEHBI Y TEX, KTO Pa3BUBAJICS J10
sHIe(DaATONaTHH PAa3BUTHUS U/UITU AIWICNITUYECKON SHIIe(DanonaTiu ¢ akTUBallUen

CIIAaK-BOJIH BO CHE.

Cemetinviii anammes cynpyeos/>nunencuu. XoTs ObUIN 3apErMCTPUPOBAHBI CIydan
y POJICTBEHHUKA MIEPBOM CTENIEHHU POJICTBA, KOTOPBIN TaKkKe CTpaaall SMUIICIICUEH,
3TO OBIBAET PEJIKO IPU CCAaMOKYTHUPYIOIMIEHUCS SMUICTICUU C

HCHTPOTCMIIOPAJIBHBIMHU CcHaMKamu.



1.9.2.1.1.2. CAMOKYIINPYIOIIAACA DITUJIEIICUSA C
BEI'ETATUBHbBIMMU ITPUCTYIIAMMU (SELEAS)

CaMOKynupyIOIIascs SMUJICTICUs C BETeTaTUBHBIMU IIPUCTYIIAMU (paHee
u3BecTHas Kak cuHapoM [lanaitoromynoca mnm 1o6pokayecTBEHHAs 3aThIIIOYHAs
SMUJIETICUS C PAHHUM HA4aJiOM) XapaKTepHU3yeTCsl Ha4alloM B PaHHEM JIETCTBE C
(OKaNbHBIX BETETATUBHBIX MPUCTYIIOB, KOTOPHIE YaCTO MPOAOJDKUTENbHBI. Ha
O3TI" 06BIYHO BUHBI BEICOKOAMILIUTYHBIE (DOKATbHbBIE CIIAMKH, OOBIYHO
aKTHUBHPYEMble CHOM. Y OOJIBIIMHCTBA MAI[EHTOB MPHUCTYIIBI CIIyYaIOTCsl HEYaCTO.
[Tpuctynsl mpOXOAAT caMu IO ce0e C pEMUCCHEH, KaK MPaBUiIO, B TEUCHUE

HCCKOJIbKHX JIET C MOMCHTA HayaJia.

Ipumeuanue CaMOKyIUPYIOIIUNUCS OTHOCUTCS K BBICOKOM BEPOSATHOCTH

CIIOHTAHHOTO MPEKpaIIeHUs MPUCTYIIOB B ONPEICTIEHHOM BO3pacTe.
Knunuxa

CaMOKynupyronascs SNUIETICHs C BET€TATUBHBIMU IPUCTYIAMU XapaAKTEPU3YETCA
HayaJoM MPUCTYIOB B Bo3pacte oT 3 10 6 set (auana3oH ot 1 1o 14 ner). O6a
0JIa CTPAJAa0T B paBHOM cTerneHu. [IpeamecTByommi u po10BOM aHAMHE3
00BIYHO HOPMAaJIbHBIN, aHaMHE3 (HeOPUITbHBIX MPUCTYIIOB HabmogaeTcs y 5—17 %
nanyeHToB. Pa3mep rojloBbl U HEBPOJIOTHYECKOE 00CIIeI0BaHNE OOBIYHO B HOPME.
Pa3BuTHe 1 mo3HaBaTeNbHBIE CIIOCOOHOCTH B HOpME. YacToTa MpUCTYHOB OOBIYHO
HU3Kas, y 25% neteit ObIBaeT TOJBKO OJMH MPUCTYT, a Y OOJIBIIMHCTBA JAETEH B
oO1el cinoxHOCTH ObIBaeT <5 npucTynoB. [IpucTynbl 00bIYHO MPEKpaIAIOTCS
yepe3 1-2 roga. Y HEKOTOPBIX NAlMEHTOB MOKET Pa3BUTHCS CAMOKYNHPYIOLIASCS

AIUJIETICHS C LIEHTPOTEMIOPAIBHBIMY CHIAHKaAMU.
Ilpucmynoi

ObsazamenvbHvle npucmynsi. DOKaIbHBIN BET€TaTUBHBINA MIPUCTYT — HauboJee
YaCThl BETETATUBHBIE CUMIITOMBI JKEJTYIOYHO-KUIIIEYHOTO TpakTa (~75%, BKItouas

TOIIHOTY, MO3bIBBI K PBOTE, PBOTY ), TO3TOMY MPUCTYI MOKHO OIIUOOYHO MPUHSTH



32 OCTPBIM raCTPOIHTEPUT UM MUTPEHb. [pyrue CUMOTOMBI MOT'YT OBITh
3pa4KOBBIMHU (HampuMep, MUIpUa3), TEPMOPETYIATOPHBIMH, HUPKYJIATOPHBIMU
(Hanpumep, 6JI€AHOCTD, LIMAHO3) WK KapAHMOPECTTUPATOPHBIMU (4aCcTOTA JbIXaHUS
U CEpICYHBIX COKpalleHuil). MokeT ObITh HeIEpKaHUE MOYH U YPE3MEPHOE
CIIFOHOTEYEeHHE. MOXKET BOSHUKHYTh allHO?, CepeUHAast aCUCTONUS 1/WIn

0OMOpOK.

bonee 70% mipucTynoB MpouCXoadaT BO cHE. [IpUCTynbl 4acTo AIUTENbHBIE,
HarpuMep BEreTaTUBHBIN AITWICHTUYECKUN CTaTyC, JISIUNUCST OT HECKOJIBKUX

MHHYT 10 HCCKOJIbKUX YaCOB

Mooicem 6vims. [IpuCTyTIBI MOTYT IPOTPECCUPOBATH, BKITFOYAS] OTKIIOHEHUE
rOJIOBBI U IJ1a3, MOTEPIO TOHYCA, HAPYILIEHNE CO3HAHUS, KIIOHUYECKYIO (BKIIIOYAs
TEMUKIIOHUYECKYIO0) IBUTATEIbHYIO0 aKTUBHOCTD WIIH JI0 (POKATHHOTO MPUCTYTIA C

NOCJIETYIOLIUM JBYCTOPOHHUM TOHUKO-KJIIOHUYECKUM MTPUCTYTIOM
Hckniouenus. Bee npyrue TUIBI IPUCTYIIOB
I'enemuxa

Xapaxmep nacneoosanus. @edpanbHble MPUCTYIIBI YaIllle BCTPEYAIOTCS Y
POJICTBEHHUKOB IEPBOIl CTENEHHU POJCTBA, YTO MO3BOJIIET MPEATIOI0XKUTh, YTO

T'CHCTHYCCKUC q)aKTOpr HUI'paroT POJib, HO KJIACCUYCCKOI'O THUIIAa HACJICAOBAHUA HCT.

H3zeecmuvie cenvt. Het YCTAHOBJICHHBIX T'CHOB, 3d HCKIIFOUCHUCM PCIAKUX
COO6HICHI/Iﬁ 0 ClIydasaX, U HCT YCTKHUX IOKa3aHUuM HJIA TIPOBEACHUS T'CHETUYICCKOTI'O

TCCTUPOBAHUAI.

Cemetinbiii anamues npucmynog/s>nunencuu. OedpaibHble MPUCTYIIHI YaIlle
BCTPEYAIOTCS Y POJCTBEHHUKOB MEPBOM CTENEHU POACTBA U OBUIM COOOILIEHUS O
ciy4asix OpaTheB U CECTEP C APYTUMHU CAMOKYTUPYIOIUMHUCS (POKATHLHBIMU

OMUIICIICUAMMU B ACTCTBC.

1.9.2.1.2. PEMUCCUSA O KUTAETCA B BOJIBIINHCTBE CJIYYAEB K
IMOJPOCTKOBOMY BO3PACTY



1.9.2.1.2.1. JETCKAS 3ATBIJIOYHAS 3PUTEJIBHAS STWJIETICHS
(COVE)

JleTckas 3aThUIOUHAS 3pUTENbHAS MHISTICUS — 3TO CHHIPOM
CCaMOKYIUPYIOMIECHCS POKATHHOU SIUJIETICUU C XapaKTEPHBIMH (POKATHHBIMH
CEHCOPHBIMH 3pUTEIHHBIMH MIPUCTYIIAMHU B COCTOSIHMH OopcTBOBaHus. [IpucTymb
KOPOTKHE, HO YacThIe, HO OOBIYHO MOIAIOTCS JICUCHHUIO TIPOTUBOCY TOPOKHBIMHU
npenapaTaMmu, 1 PEMUCCHUS HACTYTAET MOYTH BO BCEX CIydasx K MOJIOBOMY
CO3pPEBaHUI0. DTOT CHHIPOM paHee ObLII M3BECTCH KaK TO3IHSS
(moOpokauecTBeHHAs ) IETCKAasl 3aTHUIOYHAS SMHJICTICHS WU UIHONIaTHYECKast

ACTCKas 3aTblJIOYHAA SIMUIICIICHUA THUIIA I'acro.

Ipumeuanue CaMOKyIUPYIOIIAACS OTHOCUTCS K BBICOKOI BEPOATHOCTH

CIIOHTAHHOT'O MPEKPAIICHUs IPUCTYIIOB B ONPEIEIEHHOM BO3pacTe.
Knunuxa

JlaHHBIN CHHIPOM XapaKTEepU3yeTCsl HayaJloM IPUCTYIIOB B Bo3pacte oT 1 g0 19
net (muk B 8-9 net). Oba noja mopaxkaroTcsi B paBHOM CTETICHU.
[IpenmecTByomMi aHaMHe3 U aHAMHE3 POXKACHUS B HOpMe. Pazmep rooBsl u
HEBpOJIOTrH4eckoe o0cae10BaHue 0OBIYHO B HOpME. Pa3BUTHE U KOTHUTUBHBIC
(GyHKIMU B HOPME, XOTS OBLIIO OMUCAHO JIETKOE€ KOTHUTUBHOE HapyIICHHUE.

Pemuccus nactynaet B 50-80% ciydaeB K MOJIOBOMY CO3PEBAHMUIO.

Buumanue! 10T CHHAPOM MOXKET Pa3BUTHCSA B FHIICPATONATHIO PA3BUTHS U/ UITU
AMUJIEITUYECKYIO HHIIe(paTIONaTHIO ¢ aKTUBAIMEN Craik-BoJIH Bo cHe. Eciu
HaOJI01aeTCs yXyALLICHHEe KOTHUTUBHBIX (DYHKIMH, paCCMOTPHUTE BO3MOXKHOCTh

nposenenust DII" Bo Bpems CHa,
Ilpucmynwi
Obs3amenvHble NPUCTLYNb

doxkaJbHbIC CCHCOPHBIC 3PpUTCIIBHBIC ITPUCTYIIBI BO3HUKAIOT B COCTOSHHA

00pCTBOBaHUS, OHU KPATKOBPEMEHHBI (OT CEKYH/IbI 10 <3 MUHYT, peaKo 10 20



MUHYT), HO 0€3 JieueHus yacThie. BO3HUKAIOT 3j1eMeHTapHbIE 3pUTEIbHBIC
(heHOMEeHbI, ONTUChIBAEMbIE KaK HEOOJIbIIINE PA3HOIBETHBIE KPYTH, BUTUMBIEC B
nepudepruIecKoM 3pEHIH, YBEINIUBAIOIIUECS B 00IaCTH BOBJICUEHHOTO TOJIS
3pEHUS U MEPEMEIIAOIINECS TOPU3OHTAIBHO B IPYTYIO CTOPOHY. JTO MOKET

COIIPOBOKIAATHCA OTKIIOHCHUCM I'JI1a3 UJIM ITIOBOPOTOM I'OJIOBBI.

Moeym 6o3nuxame ApyTrie IpU3HAKU MPUCTYTA 3aTHUIOYHOM J0JIH, BKIIIOYas
MPUCTYIHYIO CIENOTY, CIOKHBIC 3PUTEIIbHBIC TAJUTIONUHAIINN, 3pUTEITLHBIC
WJUTIO3UH (HarpuMep, ABHMKEHUSI TJ1a3), 00J1b BOOJIACTH TJIa3HUIIBI, TPETIETaHUE
BEKa WJIA TTOBTOPHBIE 3aKphITHs TI1a3. [locnenpucTyHas roioBHas 00Jb SBISICTCS

pacnpoCTpaHEHHON 1 MOXKET ObITh CBSI3aHA C TOLIHOTOW U PBOTOM.

HpI/ICTYH MOXKCET paClIpOCTPAHATHCA 3a IIPEACIIbI 3aThLJIOYHOU A0JIU, YTO IIPUBOAUT
K rEMHUIIapCCTC3n, HAPYIICHUIO CO3HAHUS, TCMHUKIIOHNYCCKOMY HUJIN (I)OKaHBHOMy

IIPUCTYILY C HOCJIEAYIOIINUM JABYCTOPOHHUM TOHUKO-KJIOHUYECKUM IIPUCTYTIOM.

ITocne Hayana 3aTbUIOYHBIX IPUCTYNOB, Y HEKOTOPBIX MAllMEHTOB, MOTYT

BO3HMKATh TUITMYHEIC a0CaHCHEIC IMPUCTYIIbI

Ocmopoorcro. Ecnu 4acTbl IPUCTYIIBI C HAPYIIEHUEM CO3HAHUS HY>KHO

pPaccMOTPETh CTPYKTYPHYIO aHOMAJIUIO MO3Ta

I'enemuxa

Tun nacredosanus. HensBecteH, IpeIONIOKUTEIHHO CIIOKHBIN/TTOTUTSHHBIH.
H3eecmuvie cenvi. I3BECTHBIX TEHOB HET.

Cemetinviti anamues npucmynos/snunrencuu. CeMeHbli aHaMHe3 (eOpUITbHBIX
MIPHUCTYTIOB WJTH STUJICTICHH BCTPEYACTCS 4acTO (HAOJII01aeTCsl B TPETH CIIydacB),

TaKke coo0IaeTcst 0 ceMeitHoM aHaMmHe3e Murpenu (9-16 % ciryuaes).

1.9.2.1.2.2. ®OTOYYBCTBUTEJBHAS 3ATBIJIOYHAS SMWJIENCHUSA
(POLE)

OT0 penKuil SMUIENTUYECKUNA CUHIPOM € (DOTOUYBCTBUTEIbHBIMU (DOKATIbHBIMU

CCHCOPHBIMHU 3PHUTCIIbHBIMU IPUCTYIIAMHU, KOTOPBIC HAYMHAKOTCA Y PAaHCC



340pOBOTO pC6CHKa WJIN IMOAPOCTKaA. Pemuccust B 00bIIMHCTBE CJIy4JacB

HaO0JII0/1aeTCsl K TEPUOY MOJOBOTO CO3PEBAHUA.
Knunuxa

DTOT CHHIPOM XapaKTEPHU3yeTCss Ha4aJloM MPUCTYIIOB, KaK MIPABUIIO, B BO3PACTE OT
4 no 17 net (B cpeanem 11 ner, quanason ot 1 go 50 ner). [Ipeobnanaror
xkeHmuHbl. [IpenmecTByomuii aHaMHe3 1 aHaMHE3 POKICHHs 0€3 0COOEHHOCTEH.
Pa3mep ronoBbI 1 HEBposloruyeckoe oocneaoBanre B Hopme. Pazsutue u
KOTHUTHBHBIE QYHKIMH B HOpMe. YacToTa mpucTynoB U 3G(HEKTUBHOCTH JICUCHHSI

Pa3JINYHBI.

Buumanue! bonesns Jladhopa MoxkeT mposBISTHCS 3aTHUIOYHBIMU MIPUCTYTIAMH U

CBETOYYBCTBUTEIBHOCTHIO.
Ipucmynwv

Obsazamenvhvie npucmynsi. PoTo (CBETO) YyBCTBUTENbHBIEC (DOKATHHBIC
CEHCOPHBIE 3pUTENbHBIE MPUCTYIIBI — 3PUTENIbHBIE (HEHOMEHBI BKIIIOYAIOT CBET,
[[BETHBIC TSITHA, CPOPMHUPOBAHHBIC 3pPUTENbHBIC TAJLTIONWHAIIUN WM BU3YyaIbHOE
pa3MbIBaHUE/TIOTEPIO, KOTOPHIE MEPEMELIA0TCA O MOJII0 3PSHHUS, TIOKA MAIlHEeHT
HAXOJUTCS B CO3HAHUU. MOKET ObITh MOBOPOT T'OJIOBBI/TIIA3 (TIOCKOJIBKY MAIlUCHT

OTCJIC)KHBACT 3pUTEIIbHBIC ()CHOMEHBI).

[Tpuctynsl 00bIYHO KpaTKOBpEeMEHHBIE (<3 MUHYT), XOTSI MOTYT BO3HUKATh U
JUITUTEIbHBIE IPUCTYIIBI HacTOTa IPUCTYIIOB BAPBUPYET OT YEJIOBEKA K YETIOBEKY B

3aBUCHMOCTH OT Pa3JINYUN IIOPOTa CBETOBOM CTUMYJISLIUM.
Moeym umemo

o dokanbHbIE CEHCOPHBIE 3pUTEIbHBIEC MPUCTYTIHI ,0€3 HAPYIIICHUSI CO3HAHUS
MOTYT Pa3BUTHCS B BET€TATUBHBIC TPU3HAKU (HANpUMEDP, PBOTA),
HapyIlIeHHWE CO3HAHUS WK B (DOKAJIbHBIE IPUCTYIIBI C MOCIEAYIOIIUMHU

ABYCTOPOHHNMH TOHHUKO-KIIOHUYCCKMMHU ITPUCTYyIIaMUn



o @dokajbHbIC CCHCOPHBIC 3PUTCIIbHBIC TPUCTYIIBI MOTYT BOBHUKATDH

CIOHTAHHO (0€3 CBETOBOW CTHMYJISIIUH )

o I3-3a COBIIAJICHUA C NIUOINIATUICCKUMU I'CHCPAJIN30BAHHBIMU SITUAJICTICUSAMUA
MOT'YT BO3HHKATh I'CHEPAJIN30BAHHBIC TOHUKO-KJIOHUYCCKUC,

MUOKJIOHUYECKUE WIIH a0CAHCHBIC MPUCTYTIBI
['enemuxa
Tun nacneoosanus. COXKHBIA/TIOJIUTCHHBII.

Hszeecmuvie 2envi. Hukaxue maToreHHbIe T€HbI HE OBLIN CBSI3aHBI C A TUM

CUHAPOMOM.

Cemetinviti anamues npucmynos/snunencuu. CeMeHbIA aHaMHE3 IUIICTICUN
OTMEYAETCs y TPETH HNAIMEHTOB, Y WICHOB CEMbU MOKET ObITh UUONATHYECKAs
reHepaM30BaHHAas SMUIICTICUS WM CAMOKYTUPYIOIIASICS SMUIIETICUS C

LEHTPOTEMITOPATILHBIMH CITAUKAMH.

1.92.2. TEHETUYECKHE 'EHEPAJIN3OBAHHBIE
QIMUWIENITUHIECKHUE CUHAPOMbI

1.9.2.2.1. DIIAJIENCHUSA C MUOKJOHUEMN BEK (EEM)

DTOT CUHAPOM (paHee U3BECTHBIN Kak CUHIIPOM J[»KeBOHCa) XapaKTepusyercs
4acThIMU MUOKJIOHUSIMU BEK ¢ abcaHcaMu Wi 0€3 HUX, BbI3BAHHBIMU 3aKPbITHEM

r7a3 u GOTOCTUMYIIALIUEH.
Kaunuxa

OTOT CHHAPOM XapaKTEpU3yeTCsl Ha4aJIoM MPUCTYIIOB B Bo3pacTte OT 2 1o 14 yer
(muk B 6-8 siet). O6a moja CTpajgaroT OT ATOro, MPEOOIaAAIOT KEHIIUHBI (2:1).
[IpenmecTByOMMI aHAMHE3 U AaHAMHE3 POKJICHUS B HOpME. Pa3mep ronoBel u
HEBPOJIOrHYecKoe o0cieioBaHue B HOpMe. Pa3BuTHe 1 no3HaBaTelbHbIE
CHOCOOHOCTH, KaK MPaBUJI0, HOPMaJIbHbIE, XOTS HA0II01at0TCA JHOIH C
NOTPAaHUYHBIM UHTEJUIEKTYaIbHBIM (DYHKIIMOHUPOBAHUEM U MHTEIUIEKTY AJIbHBIMU

HapyIICHUAMM. HpI/ICTyrIBI qacTO, HO HC BCCT A4, YCTOP'I‘IHBBI K JICKapCTBCHHBIM



nperaaparam. vy BbI3SPOCJIBIX MHUOKJIIOHUA BEK MOXKCT IIPOAOJIKATECA oe3

OPUCTYMHOro narrepHa 331, Kak IBUraTeIbHOE pacCTPOUCTBO.
Anunencus ¢ MUOKIOHUEH 8EK C 8bIPANCEHHOU (homocmumynayueil

Cy1iecTByeT NOArpylIa NaueHToB ¢ 3TUM CUHAPOMOM, Y KOTOPBIX HaOI0aeTcCsl
BBIPAKEHHOE ITOBEJICHHE, CBA3AHHOE C IOMCKOM CBETA U IIPOSIBIEHUEM MUOKJIOHUU
BEK ¢/0e3 abCaHCOB MJIM MUOKJIOHUYECKUX MTPUCTYIIOB BbI3BAaHHbBIE
dorocTumyneit. Panee 3To Ha3bIBaJIOCh «CUHIPOMOM IMOACOTHYXa» U3-3a
IIOBEEHUS, CBA3aHHOIO C IIOMCKOM COJIHIA — JI€TH UCKAJIA U TOBOPAYNBAIIU JIULIO
K COJIHILY MJIM IPYTOMY UCTOYHHUKY CBETA, a TAKXKE MaxaJld pyKaMu IIEpe IiazaMu
B HA4aJIC MIPUCTYIIOB. Y 3TOU I'PYIIIbI YAIIE BCTPEYAKOTCA NMHTEIUICKTYalIbHbIE

HapyIICHUS U TPOOJIEMbI C BHUMaHHEM.
Ilpunaoxu

Obszamenbhvie npunadky. MUOKIOHUHU BEK - 3TO KOPOTKHE, TOBTOPSIOIIUECS,
YacTO pUTMUYHBIE, ObICTpBIC (3-6 ['11) MHOKIIOHUYECKHE TTOIEPTUBAHUS BEK C
OJIHOBPEMEHHBIM OTKJIOHEHUEM IJIa3HBIX I0JI0K BBEpX ¢/0€3 pa3rudaHus rojioBbI.
[Ipuctymnbl KOPOTKHE, HO YacThie (HECKOIBKO pa3 B IeHb). OHU BbI3BAHBI
MEJIJIEHHBIM 3aKpBITUEM IJ1a3 MPHU IPKOM cBeTe. Bo BpeMsi MUOKIIOHUHU BEK
CO3HAHUE MOXKET OBITh COXPAHEHO MJIM CJIETKa HApYIIEHO (3TO MOXKET OBITH €/1Ba

3aMETHO).

MoskeT BO3HUKHYTH SMUJICNITUYECKUN CTaTyC MUOKIIOHHM BeK (HaOIroaaeTcs y

20% TanueHToR)

Mozeym 6vimsb. ®ebpanbhbie npucTyIbl (HabaogaroTces y 3-13%);
T'CHEPATM30BaHHbBIC TOHUKO-KJIOHHUECKUE MMPUCTYIIBI (HeYacThie, HO HAOJFOIat0TCs
y OOJIBIIMHCTBA MAIMEHTOR); MHOKJIOHUYECKHUE MTPUCTYTIBI; TUITMYHBIC a0CaHC

MPUCTYTIbI

Hckniouenus. @oKaabHbIE TPUCTYIIHI.



['enemuka

Xapaxkmep nacnedosanus. Y OOJIBIIMHCTBA MAIIMEHTOB CI0KHOE/TIOJIUTEHHOE
HACJICIOBaHKE, Y HEKOTOPBIX MAIMEHTOB C 3TUM CUHIPOMOM U
WHTCIICKTYJIbHBIMHA HAPYIICHUSIMHU ObLITH OOHApYXeHBI (€ NOVO aTOreHHbBIE

BapHUAHTHI.

H3zeecmuule cenvl. Y manueHToB 0€3 dHIIe(aTONaTHH CO CIIOKHOM/TIOTUTeHHOM
TEHETUYECKOM 3THOJIOTHEN HE OKUIAETCs OOHAPYKEHUS IPUINHHOTO
MaTOreHHOTO BapuaHTa reHa. OHaKo y MaIMeHTOB ¢ dHIledanonaTuel ObUI0
BBISIBJICHO HECKOJIBKO MaTOr€HHBIX BapuaHTOB reHoB, Bkiatouas CHD2, SYNGAPL,

NEXMIF n npyrue.

Cemetinbili anamMHe3 NPUCMYNO08/INUNeNcUU SBIIETCS OOBIYHBIM SIBJICHUEM.
[IpumepHo y 20% nroAei eCTh CEMENHBIN aHAMHE3 UANONATUYECKOM
TEHEPAIN30BAaHHOW SMUJIETICUH, U TIOUYTH Y MOJIOBUHBI MTAIIMEHTOB €CTh CEMEWHBIN

aHaMHe3 TeHEeTUYECKOU AMIIIETICUU C PeOPHIbHBIMY MPUNIAJAKaAMH IUTIOC CIEKTP.
1.9.2.2.2. JIIMJIEIICHUA C MUOKJIOHUYECKUM ABCAHCOM (EMA)

Onunencusi ¢ MUOKIOHUYECKMMH a0caHCaMU — PEAKUI CUHIIPOM, KOTOPBIN
ClIElyeT pacCMaTpuBaTh y peOEHKa C YaCThIMM €KETHEBHBIMU MPUCTYTIAMU
MUOKJIOHMYECKUX abcaHcoB. [Tpu noctyuieHny npruMepHoO MOJOBUHA JAETEH B
IUIAHE Pa3BUTHUS U HEBPOJIOTMM HOpMabHBL, B 70% CilydacB B KOHEYHOM UTOIE
HaOII01aeTCs HapylIeHue o0yueHus. J[pyrue TUIbl IPUCTYIIOB
(reHepanM30BaHHbIE TOHUKO-KJIOHUYECKNE U ATOHUYECKHUE MTPUCTYIIBI)

BCTPEUAIOTCS y OOJIBIITMHCTBA MAIMEHTOB.
Knunuxa

[Tpuctynsl HaUMHAIOTCS B Bo3pacTe oT 1 roga mo 12 net (muk B 7 1eT).
[Ipeobnamarot mansunku (70%). [lpenmecTBytonuii aHaMHe3 U aHAMHE3 POJIOB
HUYEM HE IpUMedaTelbHbI. Pa3mMep roJoBel M HEBPOJIOTHUYECKOE 00CIECIOBaHNE
00br9HO B HOpME. [Ipy mOCTyIIIEHNN TPUMEPHO B TTOJIOBUHE CITyYacB

HaOJII0/1aeTCs HapyIIeHHe O0y4YEHUs, U B KOHEYHOM UTOTe 3T0 Habmomaercs /0%



ciyyaeB. [IpuCTynbl MUOKJIOHMYECKHX a0CAaHCOB YaCTO YCTOMYMBHI K JICUCHUIO.
Pemuccusa nactynaet npumepHo B 40% cityyaeB, ¥ POrHO3 Jy4lle, ECIU
MPUCTYIIBI MUOKJIOHMYECKUX a0CaHCOB SIBIISIIOTCS] € IMHCTBEHHBIM TUTIOM

MIPUCTYIIOB U KOHTPOJIMPYIOTCS C IIOMOUIBIO JIEKAPCTB.
Ilpucmynoi

Obs3amenvhvie npucmynst MUOKIOHUYECKHE a0CAHCHI SBISIOTCS OTPEACIISIONIAM
OPUCTYTIOM JJi 3TOro cuHApoma. OHU MPECTaBISAIOT abcaHc,
COTIPOBOXKIAFOIIMNACS MUOKIOHUYECKUMU MOJCPTUBAHUSIMH B pyKax ¢ TOHHYECKUM
OTBeJICHHWEM pYKH (TIpuaBasi ABMKCHUIO PYKH CTyNeHYaThiid BU). OHU IIATCS
10-60 cexyHa 1 CITy9arOTCsl MHOTO pa3 B ICHb. JTO €IWHCTBEHHBIN TUTI
NPUCTYTIOB, HAOIOTAEMBII B TPETH CITy4YaeB. DMIICITHYECKUI CTAaTyC

MHUOKJIOHUIYECKHX a0CaHCOB BCTPEYAETCS PEAKO

Mozeym 6vimy: I'eHepann30BaHHBIC KIIOHUYECKUE UM TOHUKO-KIIOHUYECKHE
npuctynsl (HabmogaroTes y 45%); aTOHUYeCKUe MPUCTYIIbI; aTUITUYHbIE A0CAHCHI;
abcaHCHBIE PUCTYIIBI (penko, 4% ciiydaes); SNMUIENTHYECKUM CTaTyC

abcaHCOB(PeIKo).

Hckniouenus. OoKaabHbIE TPUCTYIBI

T'enemuxa

Tun nacneoosanus. Tun HaclieTOBaHUS CIOKHBINA/TIOIUTEHHBIMN.
H36ecmuvie eenvl. I3BBECTHBIX TEHOB HET.

Cemetinviti anamnes npucmynos/snunencuu. CeMeHbl aHaMHe3 (0OBIYHO
reHepalin30BaHHbIC TPUCTYIIBI) MPUCYTCTBYET B 20% ciydaeB. Penko ObiBaeT

ceMeitHbIN aHaMHe3 (PeOPUITBHBIX MPUCTYIIOB.

1.9.2.3. AIMONMATUYECKHN 'EHEPAJIN30OBAHHBIN
SMUJENTUYECKAN CUHIPOM

1.9.2.3.1. IETCKASI ABCAHCHAS DITAJIENICHS (CAE)



JleTckast abcaHCHas SMUJIENICUSl — 3TO UIMONIATHYECKask FeHEpaIM30BaHHAas
AMUJIETICHS], KOTOPYIO CJIEIYET pacCMAaTPUBATh Y paHee 3JI0POBOro pedeHKa ¢
MHO>KECTBEHHBIMH €KETHCBHBIMUA a0CAHCHBIMH MPUCTYIIAMH, CBSI3aHHBIMH C
reHepaM30BaHHBIMHU CIIalK-BOJIHAMU 4acTOTOU 2,5—4 ['11. AGcaHCHbBIE TPUCTYTIbI

MPOBOIUPYIOTCS TUIIEPBEHTUIISIIUCH.
Knunuxa

DTOT CUHAPOM XapaKTePU3yeTCs HA4ajJOM YaCThIX a0CAaHCHBIX MTPUCTYTIOB B
Bo3pacte ot 2 A0 13 net (06s1un0 4-10 ner). Y nereli ¢ HayamoMm B Bo3pacte >10
JIET KIMHUYECKOE pa3inuue MEXIy TUM CUHAPOMOM M IOBEHWJIbHON aOCaHCHOU
AMUJICTICUCH B 3HAYUTEIHHON CTETICHW OCHOBAHO HA YACTOTE a0CAaHCHBIX
MPUCTYIIOB — €Cii aOCAaHChl MHOTOKPATHBIE B JIEHb, 3TOT CUHIPOM OoJiee
BeposaTeH. JleTckas abcaHCHast STUJIETICUA Yallle BcTpeuaeTcs y AeBouek (60-75 %
ciydaeB). [IpenimecTByromuii aHaMHe3 1 aHaMHE3 POKIACHHS B HOpMe. MoskeT
UMETh MECTO MPEebIAYy Ui aHaMHe3 (PeOpUIbHBIX TPUCTYIIOB (HA0II01aeTCs B
10-15 % cnyuaeB). HeBpomoruueckoe obcneoBaHNE U pa3Mep TOJIOBEI B HOpME.
Pa3BuTHE M KOTHUTUBHBIE CIOCOOHOCTH, KaK MPaBuiIo, B HopMe. MoryT
BO3HUKHYTH CHHAPOM J€(PUIIUTAa BHUMAHUS U TUTIEPAKTUBHOCTU U
KOTHUTHUBHBIE/MHTEIUIEKTYallbHbIE HapymieHus. C BO3pacTOM MPUCTYIIBI
npekpamiatorcs y 60% sroeil, y ocTallbHbIX MAIIMEHTOB PAa3BUBAIOTCS JIpyTHe
UMOMATHYECKIE TeHEePATN30BaHHbIC SMIICITUYECKUE CUHAPOMBI. Hanmuane

ABTOMATHU3MOB BO BPCM:A IIPUCTYIIOB MOKCT OBITH CBSI3aHO C JIydYlIuM HUCXOO0OM.

Buumanue! Ecnu Hadano abCaHCHBIX MPUCTYNIOB <4 JIET, pACCMOTPUTE CUHAPOM

nedunuTa TpaHcnopTepa riatoKo3bl 1.
Ilpucmynoi
Obs3amenvHvie npucmynoi.

AOGcaHCHBIE IPUCTYITBI — OHU OOBIYHO YacCThI€ (HECKOJIBKO Pa3 B JCHB), KOPOTKUE

(3-20 cexyHn) 1 CO3HAHUE CUIIBHO HAPYIICHO.



Ocmopooicno! InutenbHOCTh TpUCTyIa >45 CeKyH I, YaCTOTa MEHEE €KETHEBHOMN
WIM He HAOJI0al0TCs MOCIenprucTyHas (asza, UCKIIOYUTh (OKaTbHBIE PUCTYIIBI
C HapYIICHUEM CO3HAHUS, APYTUE CUHPOMBI SMHIICTICUU WU HEANUIIENTUYECKUE

OIIM30/bI 3aCTbIBAHUA

OCMOPODK'HO, CCJIM CO3HAHNEC HC CUJIbHO HApYIICHO, ACTCKAsA aOcaHcHas

SIIHJICTICHA MAJIOBCPOATHA, CICAYCT pAaCCMOTPCTb APYTUC CUHIAPOMBI C abcancamu

Moeym 6vimsb I'eHepann3oBaHHbIE TOHUKO-KJIOHUYECKUE MPUCTYTIBI — OHU PEJIKO
IPEIUIECTBYIOT WM IPOUCXOJAT BO BpEMs IIEPHUO/A AKTUBHOI'O aOCaHCHOTO
IpUCTyIa, OHU MOTYT HaOJI0JaThCs B MOJPOCTKOBOM BO3pAacTe y MAllMEHTOB, Y
KOTOPBIX Pa3BUBAIOTCS IPYTUE NANONATHYECKUE T€HEPATU30BaHHbIE

SMUIICIITUYCCKHUC CUHAPOMBI

Hcknrouenus: BLIpa}KGHHLIG MHUOKJIIOHHYCCKUC ITPUCTYIIbI, TAKIKC BCC IPYTI'HC THIIbI

MPUCTYTIOB
['enemuxa
Xapaxmep nacnedosarnus. C0XKHOS/TIOTUTEHHOE HACIICTOBAHHUE.

Hszeecmmuvie cenvl. [10CKONBbKY TEHETUYECKAs! AITHOJIOTHS CIIOKHAS/TIONUTEHHAs, HE
0’KMJIAI0TCS MATOT€HHbIE HAPYUIEHUS OJHOTO F'€HA, U TEHETUYECKOE TECTUPOBAHUE
HE SBJISIETCS YAaCThI0 PYTUHHOW KJIMHUYECKOW OLIEHKU. ECIM NpUCTynbl yCTONYNBBI
K JIEKAPCTBEHHBIM IIpeNapaTaM WUiu y YEJIOBEKa €CTh UHTEIUIEKTYaJbHbIE
HapylIeHUs, PEKOMEHIYETCSI XPOMOCOMHBII MUKPOYHUII JIs1 TOUCKA
MOBTOPSIONINXCS BapUallUi uyKciia Konuil (Hanpumep, Mmukpogenenuu 15q11.2,
15q13.3 u 16p13.11). Eciin abcaHcHbIE MPUCTYTBI HAUUMHAIOTCS B BO3pacTe <4 JieT,
y 10% HabnrogaeTcsi CMHAPOM AepUIIMTa TpaHCTIOPTEPA ITIOKO3bI 1 (K3-3a

NaTOreHHbIX BapuaHToB B SLC2AT).

Cemetinvlii anamnes npucmynos/snunencuy. MoxxeT NpucyTCTBOBAaTh CEMENHBIN
aHaMHE3 MUJIEIICUM NTEPBOM CTENEHH, YTO COOTBETCTBYET CIOKHOMY

HaCJICaA0BaHUIO. V 4jIeHOB CEMBH OOBIYHO Ha611}oz[aeTc;1 TC€HETUYCCKUM



FCHCpaHHBOBaHHBIﬁ, 0OBIYHO UAAOTATHYCCKUN FeHepaHHSOBaHHLIﬁ

SOUJICITHYCCKUM CUHAPOM.

1.9.2.4. C DHIE®AJIONATUEN PA3BUTHUS U/NJIA
SMUJIENTUYECKOM SHIED®AJIONIATUEN (DE, EE WJIH DEE)

1.9.2.4.1. SMUJENCHUS C MUOKJIOHUYECKUMU ATOHUYECKUMMU
MPUCTYTIIAMM (EMATS)

Onunencusi ¢ MUOKJIOHUYECKUMHU aTOHUYECKUMHU NIPUCTYIIaMU (paHee U3BEeCTHas
Kak cuHApoM Jly3e) — 3TO CHHIPOM, XapaKTepU3YIONIHNAC OOBIYHO BHE3AITHBIM
HA4YaJIOM MHO>KECTBEHHBIX I'€HEPAIM30BAHHbBIX TUIIOB PUCTYIIOB, BKIKOYAs]
MHUOKJIOHUKO-aTOHUYECKHE ITPUCTYIIBI B pAHHEM JI€TCTBE. 3a/1€PKKa B pa3BUTHU
WIN perpecc 0ObIYHO HAOMI0JaeTCs BO BpeMsl (pa3bl aKTUBHBIX MPUCTYIIOB.
HecMmoTps Ha HayaJIbHbBIE YCTOMYUBBIE K JIEKAPCTBEHHBIM IIpenapaTaM MPUCTYIIBL,

JIBE€ TPETU JIETEU IOCTUTAIOT PEMHUCCUU AIUJICTICUH.
Knunuxa

DTO COCTOSIHUE OOBIYHO HAYMHACTCS BHE3AITHO, C YACTHIMH I€HEPATU30BaHHBIMHU
MPUCTYIIAMH, MOSBIISIOMIUMHUCS B BO3pacTe oT 2 10 6 JeT (0T 6 MecsIeB A0 8 JIeT).
BboneroT o0a nona, ¢ npeobiaaganueM My>xurH. [IpeaiecTByonui u po1oBoi
aHaMHe3 0OBIYHO HUYEM HE NMPUMEUATENIbHbBI, IPUMEPHO Y YETBEPTH JIETEHl paHee
ObLTH (peOpusbHbIe MpucTynbl. HeBponoruueckoe o0ciae10BaHue U pa3Mep TOJIOBBI
B HOpME. Y JABYX TpPETEU NETEH MPEANIECTBYIONIEE PA3BUTHE U KOTHUTUBHBIE
GbyHKIMU B HOpME. 3aJiepKKa B pa3BUTUU UJTH PETPECC MOTYT BOSHUKATh MPU
YacThIX MPUCTYIAX, KOTJa HAaOII01al0TCsl HApyIEHUs! TOBEACHUS U CHa,
WCIIOJTHUTENIbHAS TUCHYHKIMS U aTakcus. [[pucTyIbl yCTOWYUBEI K
JIEKapCTBEHHBIM IperapaTam, HO B€ TPETU JETEl JOCTUTAIOT PEMUCCUU
AMUJICTICUH, OOBIYHO B TEUCHHUE 3 JIET C MOMEHTA HavaJla AMIICTICHH. Y OCTAIbHBIX
MAIMEHTOB MTPOI0JDKAIOTCS IPUCTYIIBI U HAPYIICHUSI Pa3BUTHUS, (AKTOPBI,

MpEaACKAa3bIBAOIINC Xy,Z[HII/Iﬁ HCXO0d, BKIIFOUAOT TOHUYCCKUC ITPUITAAKH,



MOBTOPSIOIIMICS OECCyAOPOKHBIN CTaTyC, MeIeHHYO (<2,5 I'11) criaifik-BOJIHY

WM TeHEepaM30BaHHYI0 TAPOKCU3MAIIbHYIO OBICTPYIO aKTUBHOCTh Ha DOI'.

Buumanue ~5% ciydaeB 00ycClIOBIEHBI CUHJIPOMOM JeUlinTa TpaHcopTepa
TJIFOKO3bI 1. DTO paccTpOoMCTBO BaXKHO TMarHOCTUPOBATH M3-3a MOCIEACTBUN IS

JICUCHMSI.

HpuMeanue. OnuiIencus ¢ MUOKJIIOHUYECKUMU aTOHUYECKUMU I[IpUuIIaaKaMu —

3TO CUHAPOM C SMIJICITUYECKON SHIIePaonaTHEN.
Ilpucmynwv

Oobs3amenvhvle npucmynabi. MUOKIOHHUKO-aTOHUYECKHUE IMPUCTYIIHI,

PaCIpOCTPaHCHHBIM ABJIACTCA MHOKJIOHMKO-aTOHUYECKHUH ATUICHTUICCKUMN CTaryc

Moeym ovimsb: ®eOpubHbIC TPUCTYIIBI, a0CaHCHI (HAOIIOAAOTCS Y MOJOBHHBI
MAIMEeHTOB, KaK MPABHUIIO, C MUOKJIOHUWYECKUMH TTOACPTUBAHUSIMH, JTUTICBON
MUOKJIOHHEHN U aTOHHUEHN (HE MPOCTO MOTEpeN CO3ZHAHUS)); aTUIIUYHbIE A0CaAHCHI;
ATOHMYECKHE MPUCTYIbI; MUOKJIOHUYECKUE MTPUCTYTIbI; TeHEPATM30BaHHbIC
TOHUKO-KJIOHHYECKHUE MPUCTYIIBI; TOHUYECKUE TTPUCTYTIBI PEIKH M CBSI3aHBI C
XYJIIUM TPOTHO30M; 4acTO 0€CCYIOPOKHBIN SMUICITHUYECKUIN CTaTyC KOTOPbIH,
JUTUTCSI OT HECKOJIbKUX YacOB JI0 HECKOJIBKUX JTHEH, MPOSIBIISASICh KOTHUTUBHBIMU
HapYIICHUSMH C YaCTBIMH aTUITHYHBIMU a0CaHCaMH , MUOKJIOHUYECKUMHU 1

ATOHUYECKUMU MPUCTYTIAMH.
Hckniouenus, IMUATIETITUYESCKUE CI1a3Mbl U ()OKAJIbHBIC PUCTYIIBI
['enemura

Xapaxmep nacnedosanus. B GOIBIIMHCTBE CIy4YaeB CI0KHOE/TIOUT€HHOE

HAaCJIEOBaHHUE.

H36ecmuvie ceHvl. B MEHBIIMHCTBE CTy4yaeB UMEIOTCS TATOI€HHBIE BAPUAHTHI B
reHax SCNI1A, SCN1B, SCN2A, CHD2 unu apyrue. [Ipumepro y 5% nanyeHToB

HaOJII0AaeTCsl CUHAPOM Je(pUIUTa TPAHCIIOPTEPa IIIOKO3bI | M3-3a MATOr€HHBIX



BapuaHTOB B SLC2A1. DT0 paccTpoiCTBO Ba)KHO TMArHOCTUPOBATH M3-3a

MMOCJIEACTBUH JJIS JICUCHUSL.

Cemetinvlil anamHe3 NPUCYNnos/snunrencuu 0OHaAPYKUBACTCS MPUMEPHO B TPETH
CJIy4aeB U CBS3aH C OJAronpUsATHBIM IPOrHO30M. MOXeET ObITh CEMENHBII

aHaMHE3 T'€HETUYECKON AMIIEHICUU C (PeOPHIIbHBIMU MPUCTYIIAMU IUTFOC CIIEKTP.
1.9.2.4.2. CHHAPOM JIEHHOKCA-TACTO (LGS)

JlaHHBIN CUHIPOM XapaKTepu3yeTcs 1) MHOKECTBEHHBIMU TUIIAMU ITPUCTYIIOB,
KOTOPBIE SIBJISIFOTCS JIEKAPCTBEHHO-YCTOWYMBBIMU (B YACTHOCTH, TOHHYECKUMU
IPUCTyIIaMH BO CHE), 2) KOTHUTUBHBIMU U MIOBEJCHYECKUMU HapYyILICHUSIMU
(KoTOpBIE MOTYT OTCYTCTBOBATh B Hauaje npucrtyna) u 3) nuddy3Hoi MenieHHON
CHaK-BOJIHOBOW U F€HEPAIN30BAHHON MAPOKCU3MAIBHONW OBICTPOIl AKTUBHOCTBIO
Ha OOI'. DTO 3NMWIENTUYECKUI CUHIPOM, KOTOPBIA BO3HUKAET U3-3a
BBICOKOYAaCTOTHOM CMHXPOHU3UPOBAHHOW AKTUBHOCTH, PA3BUBAIOLLIEHCS B
OwmatepanabHO pacHpeieIEHHBIX MO3TOBBIX CETSAX B YSI3BUMOM BO3PACTHOM
IIEPUOJIE B JETCTBE. DTOT CUHAPOM Pa3BUBACTCS U3 MPEILIECTBYOLIETO
AMUJIENTHYECKOTO0 CUHIPOMA WK 3TUOJIOTHH, IOATOMY PEIKO MPUCYTCTBYET MPU
IIEpBOHAYAJIbHOM Havaje MpucTyna. B OOoNbIIMHCTBE CilydyaeB MPUCYTCTBYIOT

CTPYKTYPHBIE aHOMAJIMHU MO3Ta.

Ipumeuanue Cunnpom Jlennokca-I'acto — 3to cunapom ¢ 3Huedanonatuei

pa3BUTHS U SMUIECOTUYECKON 3HIIe(amonaTuen.

Bnumanue Ilockonbky cunapom Jlennokca-I'acto pazBuBaercs u3
MPEANIECTBYIONIETO AMUICNTUYECKOTO CUHAPOMA/3THOJIOTMH BO MHOTHX CTy4asXx,
Ba)KHO TIOBTOPHOE 00CJICIOBAHNE HA ATOT CUHIPOM B YS3BUMBIN BO3PACTHOM
nepuon. Okomno 10-30 % ciyyaeB cunapoma JleHHokca-I"acto pa3BuBaroTCA U3
MPEIIIECTBYIOMIErO SMUIENTUYECKOTO CUHIPOMA, HAITPUMED, CUHIPOMA
WH(AHTWIBHBIX SMUAJIENTHICCKUX CTIa3MOB WJIM PaHHEH JETCKOM dHIe(haIonaTuu

Pa3BUTHS U MWICNTUYECKON SHIE(daTonaTHH.

Knunuxa



DTOT CUHJIPOM pa3BUBAETCs B Bo3pacTe oT 18 mecsieB a0 8 aet (muk 3—5 ner).
Hauasno Bo BTropoM gecsiTuieTiu BcTpeuaercs peako. Hebonbioe npeodnananue y
my>xuuH. [IpeamecTByomumii aHaMHE3 U aHAMHE3 Pa3BUTHSI, OKPYKHOCTb TOJIOBBI
¥ HEBPOJIOTHUYECKOE 00CIeIOBAHUE MOTYT ObITh HOPMAJIbHBIMU WJIM MOTYT
OTPa)KaTh JIEKALLYIO0 B OCHOBE 3THOJIOTHIO (HAllpUMED, CTPYKTYPHYIO aHOMAJIUIO
Mo3ra). Y OOJIbIIMHCTBA JETEH €CTh MPEAIIECTBYIOIINE HAPYIICHUS Pa3BUTHS,
KOTI'/Ia 3TOT CUHPOM MOSBIISIETCSI MOTYT BO3HUKHYTh, JaJIbHEHINAs 3a/1epiKKA UITU
yXyALLIEHUE Pa3BUTHsI, TaK YTO B KOHEUHOM utore >90 % manneHToB OyayT UMETh
yMEpEHHbIE WJTH TshKeJIble MHTEIUIEKTyalbHble HapylieHus. PacctpoiicTBa
MOBECHUS U CHA SIBJISIOTCS OOBIYHBIM siBJIeHUEM. [louTn BO Bcex cilydasix 3TOT
CHUHIPOM COXPAHSETCS BO B3POCIOM BO3pacTe. Y B3POCIBIX ATOHUYECKHE

IIPUCTYIIbI BCTPEYAOTCS PEKE.
Ilpucmynoi
Obs3amenbHble NPUCMYNbl

e ToHuueckue MpUCTYIBI BO CHE (B ha3e MEIJICHHOTO CHA WJIH TIPU
poOYKICHUN ) SBIIIOTCS 00s3aTeNbHBIMU. OHU MOTYT OBITH €/1Ba
3aMETHBIMH (HAIIPUMED, TOJIHKO PACITUPEHUE TI1a3/BPAIICHNS ) NI MOTYT
OBITH COKpAIIEHUS MBI TYJIOBUIIA (BBI3bIBAIOLINE BOKATU3ALMH ) U/UITN
MBIIII KOHEYHOCTEH (HampuMep, OTHATHE U CTHOAHNE PYK U CTHOAHNUE UITH
pasrubanue Hor). ToHnYeckoe COKpalleHue MOKET ObITh C BUOPAILIMOHHBIM
KOMITOHEHTOM. Eciiu manueHT CTouT, MOXKeT MPOU30MTH MaieHHe C PUCKOM

TpaBMbl. MOXET BO3HUKHYTh TOHUYECKHAN SMWJICIITUYECKAN CTATYC
e VY mamueHTa JoJKeH OBbITh elle OJANH TUIl IPUCTYTIOB U3 CIIUCKA HUXKE:
— I'eHepanu3oBaHHBIE TOHUKO-KJIIOHUYECKUE TTPUCTYIIBI

— Artunnuneie abCaHCHEIC IMPUCTYIIbI MOTYT BOBHUKHYTH BPHHCHTI/I‘ICCKI/Iﬁ

CTAaTyC aTUIIMYHbIX a0CcaHCOB

— ATOHHMYECKHE NTPUCTYIIBI



— MMUOKIOHHUYECKHUE IMPUCTYIIbI
— MMUOKJIOHUKO-aTOHUYECKHE IMPHUCTYIIbL

— beccynopokHbIi SMTUIENTUYECKUI CTaTyC BCTpeyaeTcs 4acTo (Habmroaercs
y TIOJIOBUHBI MMAIIMEHTOB) U MOKET OBITh IJTUTEIHHBIM (OT HECKOJIBKUX JTHEH
JI0 HECKOJIBKUX HEJIENhb), B TEYEHHUE KOTOPOT'O BCE TUIIBI MPUCTYIIOB MOTYT

ydanarbecs
— DoKaJIbHBIE NPUCTYTIBI
— ONWIENTHYECKHUE CIIa3MBbl

OCm0p09fCHO, CCJIX ITOBTOPAIOIIUCCA, AU TCIIBHBIC TCMHUKIIOHNYCCKUC ITPUCTYIIbI

HabmogatoTes 10 1 roga, paccMoTpuTte cuHapom Jpase

OcmOpOOfCHO, €CJIn HpGOGJ’IaI[aIOT MHOKJIIOHUKO-aTOHUYCCKHUC ITPHUCTYIIbL

PAacCMOTPHUTE SMUIETICUIO ¢ MUOKIIOHUKO-aTOHUYECKUMU MTPUCTYTaMHU
['enemura

Xapaxkmep nacnedosanusi. BOTBITUHCTBO cllydaeB 0€3 CTPYKTYPHBIX aHOMAaJIHi
MO3ra UMEIOT HEU3BECTHYIO ATHOJIOTUIO, TEHETUUECKHE MMPUYUHBI (€CIU OHU

00HapyKeHbI) 0OBIYHO BO3HHKAIOT de novo.

H36ecmnuie cenvi. 1'eHbl, BOBJIECYEHHBIE B 3TOT CUHAPOM, BKIIFOYAIOT T'€HBI,
CBSI3aHHBIC CO CTPYKTYPHOM M META00JIMUECKOM ITHOJIOTHEH, a TAK)KE BapUAHTHI
YKCJia KON U NMAaTOTeHHbIe BapuaHThI de novo B psajie TeHoB. C 3TUM CUHIPOMOM

TAKIKC CBA3aHbI XpPOMOCOMHBIC daHOMAJINH.

Cemeltinblli anamMHe3 NPUCMYNO8/INUIeNncuU He 0KUIaeTCA.

1.9.2.4.3. JHUHE®AJIOITATHUSA PASBUTUA U/NJIN
SMUJIENTUYECKAS SHIE®AJIONATUA C AKTUBAIIMEN CITAWK-
BOJIH BO CHE (DEE-SWAS, EE-SWAS)



DHIiledanonatus pa3BUTHs W/WIK dMUJIENTHYECKas dHIedanonaTus ¢ akTuBaluen
cnaiik-BosiH Bo cHe (DEE-SWAS, EE-SWAS) — 5T0 CIIeKTp COCTOSIHUI C
pa3IMYHON CTENEHbI0 KOTHUTUBHBIM, PEYEBBIM, TOBEICHYECKUM U IBUTATEIIbHBIN
YXYIIIEHUEM, CBSI3aHHBIM C BHIPAXKEHHOW aKTHBAIlMEN CIIaK-BOJH BO CHE.
Yxyauenue HaOIogaeTcs B TEUCHHE HECKOIBKUX HEZEINb MOCIIE MPOsSBICHHUS
KapTuHbl DOI". DTOT CUHIPOM OXBaThIBAET NPEABLAYIIUE CUHAPOMBI:
AMUJIENITUYECKYIO SHIIe(PaTIONaTHIO ¢ HEPEPHIBHOM aKTUBAIIMEH CIIaliK-BOJIH BO
CHE U aTUIHUYHYIO JETCKYIO SIUJICTICHIO C IEHTPOTEMIIOPAIbHBIMY CIIaliKaMH
(Takke paHee U3BECTHYIO KaK CUHAPOM TceBa0-JIeHHOKCca M aTUTUYHAas
Jno0pokavyecTBeHHas napiuanbHas snuiencust). Cunapom Jlannay—Knedpduepa —
310 0co0bIit moaTun EE-SWAS, npu koTopoMm yxy/iieHue 3aTparupaet B

OCHOBHOM p€Yb C MPUOOPETEHHOMN CIIyXOBOW arHO3UEH.

Ipumeuanue Tepmun EE-SWAS ucnonb3yercs, korga npeamiecTByomee
pasBuTHe ObUTO HOpMaNTbHBIM, TorAa kKak DEE-SWAS ucnons3yercs, korna 1o

YXYILICHUS YK€ CYIIECTBYIOT HApYIICHUsS] HEHPOPa3BUTHSI.

Ilpumeuanue ITOT CUHIPOM U CAMOKYITUPYIOIIASICS ATUIICTICUS C
HEHTPOTEMIIOPAIbHBIMU CIIAKaMU MOTYT pacCMaTPUBATHCS B CIIEKTP COCTOSIHUM,
U Y OTJIEJIBHOIO peOeHKa MOXKET CO BpEMEHEM BO3MOKEH MEePEX0JHOE TEUEHHUE OT

OJIHOTO K JPYTOMYy.
Knunuxa

OTOT CUHAPOM XapaKTepU3yeTcsl HauajaoM MPUCTYIOB B Bo3pacte 2—12 neT (MUK B
4-5 ner). [lopaxatorcst o6a nona. [IpeamecTByomuii U pog0BOI aHAMHE3, pa3Mep
rOJIOBBI M HEBPOJIOTHYECKOE 0OCIIEOBAHUE U UCTOPHSI PA3BUTHS MOTYT OBITh
HOPMaJIbHBIMU WJIM MOTYT OTPaKaTh 3TUOJIOTHIO (HAIIPUMEp, CTPYKTYPHYIO
anomanuto mo3sra). [IpumepHo uepes 1-2 roja nocjie Havyana NpucTymna
HA0JII01aeTCsl KOTHUTUBHOE, TOBEIEHYECKOE, ICUXUATPUUECKOE /UM MOTOPHOE
YXyALICHUE WU 33JIep’KKa. 3aTparuBaroTCs BCe KOTHUTUBHBIE 001aCTH, BKIIOYAs
peub U o0lIeHNE, BpEMEHHO-TIPOCTPAHCTBEHHYIO OPUEHTALINIO, BHUMAHUE U

colalibHOE B3aumoiericTere. Hapyuienus, kak npaBuiio, CEpbe3Hbie, U XOTS CO



BpPEMEHEM MPOUCXOAUT HEKOTOPOE YIIYUIIEHHE, OCTATOUHbIE 1€PUITUTHI
coxpansatorcs. [Ipuctynsl u kaptuHa D31 criaiik-BOJIHOBOM aKTUBAIlMHA BO CHE

00OBIYHO 0CJTA0EBAIOT B TIEPHO/T TIOJIOBOTO CO3PEBAHUA.
Ilpucmynwi

Obs3zamenvhvie npucmynsi. [IpucTynbl HE SBISIOTCS 0053aTEIbHBIMU, TAK KaK y
HEKOTOPBIX MMAIIMEHTOB HET KIMHUYECKUX MPUCTYIIOB. Eciiu mpucTynsl ciryyarorcs,
OHU MOTYT OBITh PEAKUMH U CBSI3aHHBIMU CO CHOM. THUIT HabII0JaeMOT0 MPUCTYIIA

3aBUCHUT OT OCHOBHOM 3THOJIOTUH

Mozym 6vimb; @okaabHble MOTOPHBIE TPUCTYIIBI (HAPUMEP, TEMHUKOHUYECKUE,
HEraTUBHbIE MHOKJIOHYCBI) C HApYLIEHUEM CO3HAHUS UK 0€3 Hero; (hoKabHbIe
MPUCTYIIBI C NOCIEAYIOIIUMH ABYCTOPOHHUMHU TOHUKO-KJIIOHUYECKUMU
NpUCTyNaMu: (POKaIbHbIE CEHCOPHBIE CITYXOBBIE MPUCTYTIbI; a0CAHCHI; ATUITUYHbBIC

abCcaHChl; aTOHUYECKHE MTPUCTYIIHL.
I'enemuxa

Tun nacneoosanus. HaciaenoBanue MOXET ObITh MOHOT€HHBIM WA

CJIOKHBIM/TIOJIMTCHHBIM.

H36ecmnvie cenvi. OCHOBHOM MOHOT€HHOU npuunHou sBisieTcss GRIN2A. Y
NOpaXEHHBIX JIF0/IeH HAOJII0AAETCsl XapakTepHasi MaHEepa peur, KOTopast MOKET

COXPaHATBCA U BO B3p0CJ'IOI>i ZKHU3HHU.

Cemetinbiii anamues npucmynog/>nunencuu. CeMeiHbI aHaMHE3 PUCTYTIOB

HaOmonaercs y 50% MmamnueHToB ¢ 3TUM CHHIPOMOM.

1.9.2.4.4. CHHIPOM PIINJIEIICUH, CBA3AHHOHN C ®EFPUJIBHOM
WHO®EKIUNEH (FIRES)

Cwm. BoI1zze 1.8.2.6.2

1.9.2.4.5. CHHAPOM 'EMUKOHBYJILCUU-TEMUILJIETUU-
SMMUJIENCUH (HHE)



CuHJIpOM reMUKOHBYJIbCUU-TeMuIuieruu-snuiencun (I'T9) — penkuii cunapom
snuiencud. OH XapakTepusyeTcs: OCTpbIM (HeOpHIIbHBIM (POKATbHBIM MOTOPHBIM
(KJIOHMYECKHUM ) SMIIEHTUYECKUM CTaTyCOM, 3a KOTOPHIM HEME/JIEHHO CJIEAYET
TEeMUIUIETHUs Y MJIaJICHIIa UM MaJeHbKOro pebeHka. Busyanuzanus B octpom
NEepUOE MOKA3bIBAET AaHOMAJIMIO B OJIHOM MOJIyIIapUU MO3ra — HU3HAYAIbHO OTEK,
KOTOPBIH TIO3KE mepexonuT B arpoduto. [Tozxe y pebeHKa pa3BuBaroTCs

XPOHUYECKHUE JIEKAPCTBEHHO-YCTONYMBBIE ()OKAIbHBIC MPUCTYIIHI.
Knunuxa

OTOT CUHAPOM OOBIYHO HaYMHAETCA 10 4 JIET, Iopakasi MaJIbUYMKOB U JIEBOYEK B
paBHOU crenenu. [IpeamecTByomuii 1 poagOBOM aHAMHE3 B HOPME.
[IpeniecTBytoliee pa3BUTUE U HEBPOJIOTUYECKOE 0OCIEA0BaHNE B HOPME.
CymectByeT ocTpas (paza ¢ JUTeabHbIM (POKATHHBIM MHICHTHYECKHM CTaTyCOM,
32 KOTOPHIM HEMEJUICHHO ClIeAyeT reMurnapes. Y OOJBbIIMHCTBA JETEeH OCTaeTCs
HOCTOSIHHBIN ABUTATEIbHBINA AePUIMT. OQHAKO 3TOT AEPULUT MOXKET OBITH
MUHUMAaJIbHBIM WK Ucue3HyTh B 20% ciydaeB. Ada3us Takke MOXKET
IPUCYTCTBOBATh B YETBEPTH CIIy4aEB, ECIIU MOPAXKEHO JOMUHUPYIOILEE
noaymapue. [Tozxe, B XpoHMUecKoi (haze, BO3HUKAIOT 04aroBbI€ IIPUCTYTIHI,
KOTOpbI€ OOBIYHO YCTOMUYMBEI K JIEKAPCTBAM, HO MOTYT OBITh BHUICUEHBI
XUPYPruyecKuM myTeM (Harpumep, remucheporoMueii). Y MHOTUX JCTEH TakKe

OCTAarOTCS PA3JIMYHON CTENIEHU UHTEIJIEKTYaIbHbIC HAPYILICHUS.
Ilpucmynw

ObszamenvHvie npucmynsi. DeOpUIbHBIN (HOKATHLHBIN MOTOPHBIN (KIIOHUYESCKHUH)

SIUICOTUYCCKUM cTaryc.

Ulepes HCKOTOPOC BPCM:A ITOCJIC SIMUJICTITUICCKOTO CTaTyCa (CHYCTH HCCKOJIBKO
MCCALICB UJIN JAaXKE J'ICT) Yy ManycHTa pa3BUBArOTCA HeKapCTBeHHO-YCTOﬁQHBBIC

(oxanbHbIE MOTOPHBIEC MIPUCTYIIBI U/UIH (POKAIbHBIE IPUCTYIIBI C TOCIEAYOLIIUMHU



ABYCTOPOHHHWMH TOHHKO-KJIOHUYCCKMMHU MIPUCTyIIaMHi, BO3SHUKAIOIIHUEC B

nopakeHHOM (aTpoPUIECKOM) MOTYIIApUU

Hcxnrouenus. Bee TANBI TPUCTYIIOB

I'enemuxa

Xapaxkmep nacnedosanus. HenpumeHuMo.

H36ecmuvie cenvi. HeT U3BECTHBIX TEHOB, CBSI3aHHBIX C ’TUM CHUHIPOMOM.

Cemetinwiti anamues npucmynos/snuiencuu. Hempumenumo.
1.9.3. PA3JTHYHBIH BO3PACT

1.9.3.1. ©IAIUONATHYECKHUE 'EHEPAJ/IN30BAHHBIE
QIMMAIEIITUYECKHUE CUHAPOMBbI

1.9.3.1.1. OBEHUWJIBbHAS MUOKJIOHUYECKAS ITUJIEIICUSA (JME)

OTOT CUHJPOM SIBJISIETCSI paCIPOCTPAHEHHBIM UUONIATUYECKUM
reHEepaTH30BaAHHBIM MUIECITHUYECKUM CHHAPOMOM, Ha KOTOPBIN MPUXOIUTCS
~10% Bcex anmiencuid. OH XapaKkTepu3yeTcss MUOKIOHUYECKUMH C
reHepaTN30BaHHBIMU TOHUKO-KIIOHMYECKUMH MPHUITAJKaMH UK 0€3 HUX Y B
OCTaJIbHOM 3/10pOBOro yenoBeka. D3I 1omKkHa OKa3bIBaTh N'eHepaIN30BaHHbIE
CHalK- WX OJMCTIalK-BOJHBI AJIsl AUATHOCTHKH 3TOTO CHHIIPOMA.
®DoTOUYBCTBUTENBHOCTD SBIISETCS PacpocTpaHeHHOU U BcTpedaercs y 90%

JIIOIEN.

Knuandyeckuiit KOHTEKCT

OTOT cuHAPOM HaunHaeTcs B Bozpacte 8-40 net (00suHo 10-24 rona).
CymiecTByeT HeOobIIOE TIpeodtananue xeHuuH. [IpeamecTByonmii 1 poaoBon
aHaMHe3 B HOpMe. Pa3BuTHe 1 KOTHUTUBHBIC CITOCOOHOCTH, KaK MPABUJIO,
HOpPMAJIbHBIE, XOTSI MOTYT HAOJ0IaThCs Crielu(PUUEeCKue KOTHUTUBHBIE

HapylieHus (HampuMep, B UCIIOHUTENbHON (QYHKITUH, PETYISIIIMA UMITYJIbCOB HIIN



BO BHUMaHuM). HeBposioruueckoe oOcieioBaHre U pa3Mep rojioBsl B HopMe. Y 5-
15% nanmenToB paHee Oblia neTckas abcaHcHas snuiiencus. B anamuese

bebpribHBIE CyTOpOoru Habm0Mat0TCst B 5% cirydaes.

[MTPUITAIKHN

O0s13aTeNbHBIE PUCTYTIBI

[TporcxoaaT MUOKIOHUYECKHE TIPUCTYIIBI, 0COOEHHO 3aMETHBIE B TEUEHHUE Yaca
nociue npoOyxaeHus ot cHa. OHM MPEUMYIIECTBEHHO TIOPAXKAaIOT BEPXHHE
KOHEYHOCTH U 00JeryaroTcs guieHneM cHa. OHU MOTYT OBITh O0JIETYEHbI
dorocTuMymSIHEH WK IpakcucoM. MOXKeT BO3HUKHYTh MUOKIOHUYECKUN

SMWICNTUYECKUN CTATYC.

MoxeT ObITh

MoryT Ha0Jt01aThCs T€HEPAITM30BaHHBIE TOHUKO-KIIOHUYECKUE TIPUCTYIIHI (B

>90%), UM 4acTo MPEAIIECTBYET CEPUs MUOKIOHUYECKUX MTPUCTYIIOB, KOTOPHIE
YBEJIMYMBAIOTCS MO YAaCTOTE U TSIKECTH, YTO IPUBOAUT K MUOKIOHHUKO-TOHUKO-
KJIOHWYECKOM MOCIIEIOBATEIBHOCTH. | eHepann30BaHHbBI TOHUKO-KIOHUYECKNN

AOUJICITHYCCKUM CTaTyC HC OXKHNIaCTCA.

AOcaHCHBIC IPUCTYTBI HAOJIOIAIOTCS B TPETH CIIy4aeB, OHU KPaTKOBPEMEHHBI (3-8
CEKYH]I), MEHEEe 4acThl (< €KEIHEBHO) U UMEIOT MEHbIIIEE HAPYyIIIEHUE CO3HAHMUS,

yeM a0CaHCHBIC MPUCTYIIbI, HAOI0JaeMble TIPU ASTCKONW a0CaHCHOM SIHIICTICHH.

Hckirouenue



JIroOo# apyro# TUII IpUCTYIIA.

I'EHETUKA
XAPAKTEP HACJIEJJOBAHUA

Ci105XHO€/TIOJIUTeHHOE HACIeJOBaHUE.

N3BECTHBIE I'EHbBI

[TockonmpKy TeHeTHWYECKass HJTHUOJIOTHSI  CJIOXKHAS/TIONIUTEHHAsl, TaTOTEHHBIC
HapyLIEHUs OJHOTO T€HAa HE OKHUIAIOTCSI, U TEHETHYECKOE TECTUPOBAHUE HE
SIBJISICTCS YAaCThI0 PYTMHHOW KJIIMHUYECKOM OLICHKH. ECiau mpHUCTyIBl yCTOWYHBBI K
JICKapCTBEHHBIM IIpenaparaM WIM Yy YeJIOBEKa €CTb WHTEIUIEKTyalbHbIC
HapyILIECHUs, PEKOMEHIYETCS  XPOMOCOMHBIM  MHUKpPOYMII  JUI  ITOMCKa

NOBTOPSAIOIIMXCA BapHalMi 4yuciaa Konud (Hampumep, Mukpoaenenuu 15q11.2,

15q13.3 u 16p13.11).

CEMEWHbBIN AHAMHE3 ITPUIIA JKOB/SITUJIEIICUN

Mozxert IMPUCYTCTBOBATDH CEMCHHBIM aHAMHE3 JIUJICIICUM HepBOﬁ CTCIICHH, YTO
COOTBCTCTBYCT CJIO’KHOMY HACJICAOBAHHIO. V 4j1eHOB CEMBH OOBIYHO Ha6J'HOI[aeTC$I
IFCHCTHUYCCKAsA TI'CHCPpAJIN30BAHHAA HJIWM HIAHUOIIATHUYCCKAA T'CHCPAIIM30BaAHHAA

DIUJICTICHUS.
1.9.3.1.2. OBEHUJIBHASI ABCAHCHAS SITUJIEIICUSA (JAE)

OB30P

OTa  UAMONATUYECKas  TIEHEepalu30BaHHAs  JSIHWIEICHS  XapaKTepusyercs
a0CaHCHBIMH IIPHUCTYIIAMH, KOTOPbIE OOBIYHO CIIyHarOTCsl PEkKe, YEM €KETHEBHO, Y

B OCTAJILHOM HOPMAJIBHOI'O ITIOAPOCTKA UJIN B3POCIIOTO. OOBIYHO TaKkKe CIIYy4aroTCA



reHepan30BaHHbIE TOHUKO-KJIOHUYECKHE NpUcTynbl. [Ipu aGcaHCHBIX MpUCTyMax
y pebeHka B Bo3pacTe oT 8 10 12 jeT quarHo3 IBEHWIHBHON aOCaHCHOMN AIUJICTICUH
WIM JETCKOM aOCaHCHOW AMWJICTICHMH 3aBUCHUT OT YacTOThI aOCAHCHBIX MPHUCTYIIOB

— a0caHCHbIE IPUCTYIIBI BCTPEUAIOTCS pEXKe MPU IETCKOW aOCaHCHOM 3MUIICTICUU.

Knunndeckuit KOHTEKCT

DTOT CUHIPOM SIUJIETICUU XapaKTEePU3yeTcsi aOCAaHCHBIMHU MPUCTYIIaMU, KOTOPbIE
HaunHaroTca B Bo3dpacte 8-20 ner (muk 9-13 ner). Pexxe y moapoCTKOB MOTYT
ObITh T€HEpaAIM30BAaHHBIE TOHUKO-KIIOHUYECKHE MPUCTYMHI JI0 Hayasla abCaHCOB.
[TopaxkaroTcsi kak MaJdpbUMKH, TaK W J€BOYKHU. lIpemmecTtByromuii, poJIOBOH U
HEOHaTaJbHBIH aHaMHE3 B HopMe. HeBposorumueckoe oOcienoBaHHEe U pa3Mmep
roJIoBbl B HOpME. Pa3BuTue u mo3HaBaTelbHble CIOCOOHOCTH J0 MPOSIBICHHUS, KaK
IpaBUiIo, B HOpME. Takxke MOryT HaOIIOAAThCsl CUHAPOM AeduiiTa BHUMAHUA C
TUMEPAKTUBHOCTHIO U TPYAHOCTH B oOyueHuu. MHorma HaOmiomaercs aHamHeE3

(beOpUIbHBIX CYJIOpPOT B aHAMHE3E.
[TPUTTAIKU

O0s3aTenbHbIE PUCTYTIBI

AGcaHCHbBIE TPUCTYTIBI ABIAIOTCS 005S3aTENbHBIMU MPHUCTYIAMH; 4acTOTa OOBIYHO
MEHBIIE, YEM €KEJHEBHAsI, U, TAKUM 00pa3oM, MEHEE 4acTble, YEM IpPU JIETCKOU
abcancHoM snwierncuu. [loTeps co3HaHUS MOXKET ObITh MOJHOW WJIM HE TaKOH
TSOKEJIOM, Kak Tpu JeTcKoil abcaHcHO# »snuiencuu. Bo Bpemsi aOcaHCHBIX
IIPUCTYIIOB C HEMOJHOW IOTEPEW CO3HAaHUs IMOAPOCTOK MOXKET pearupoBarh Ha
KOMaH/Ibl, HO HCIIBITBIBAET TPYAHOCTU C BBIIIOJIHEHUEM CIIOKHBIX 3anad. Moxer

BO3HUKHYTh a0CaHCHBIN SMMICTITUYECKUI CTaTyC.

MoryT OBITH



['eHepanu3oBaHHbIE TOHUKO-KJIOHUYECKHE TMpUCTynbl (HaOmogatoress B 80%

Cly4yaeB), OHM HaOoaTes B TeueHrue 30 MUHYT Tociie MpoOy KICHHUS.

Hckimrouenue

e MUOKIIOHNYECKHE INPUCTYIIBI, HX PACCMATPHUBAIOT KdK OHOIICCKYIO

MHOKJIOHHUYCCKYTO SITHUJICTICUTO

e JltoObie apyrue TUIBI TPUCTYIIOB

I'EHETHUKA
XAPAKTEP HACJIEAOBAHUMA

CnoxHO€/TI0OTUTreHHOE HaCJICOAOBaHUC.

N3BECTHDLIE I'EHbBI

[lockonbKy TE€HEeTHYecKass ATHOJIOTHSI  CIIOXKHAs/TIONIMI€HHAs, [aTOr€HHbIE
HapylIeHUs OJHOIO TI'€HAa HE OXUIAIOTCS, U TIEHETHUYECKOE TECTUPOBAHUE HE
ABJISIETCSA YaCThIO PYTUHHOM KJIMHUYECKOM OLEHKU. ECIM MPUCTYIIbl YCTOMYUBBI K
JEKApPCTBEHHBIM IpenapaTtaM WJIH Yy YeJIOBEKa €CTh HHTEJUICKTyalbHBIE
HapylIeHUsA, PEKOMEHAYETCS  XPOMOCOMHBIM  MHUKPOYMII  JUI1  IIOHMCKA

MOBTOPSIIONIMXCST BapualMil 4ucia Komui (Hampumep, mukpozaenenuu 15ql11.2,

15q13.3 1 16p13.11).



CEMEWHBIN AHAMHE3 ITPUIIA JKOB/SITUJIEIICUN

Mozxert MMPpUCYTCTBOBATDH CEMCHHBIM aHAMHE3 JIUJICIICUM nepBoﬁ CTCIICHH, YTO
COOTBCTCTBYCT CIIOKHOMY HACJICAOBAHHIO. V 4j1eHOB ceMBbH OOBIYHO Ha6J'II-O,Z[aCTCH
TCHCTHUYCCKAA TICHCPAJIM30BAHHAA WKW HWAWOIIATHYCCKAdA TI'CHCPAJIN30BaAHHAA

OITHUJICTICHA.

1.9.3.1.3. SIUJEIICHA C TI'EHEPAJIMBOBAHHBIMHU TOHHKO-
KJIOHUYECKUMU ITPUCTYIIAMMU (EGTCA)

OB30P

Onuiiencus ¢ reHepaln30BaHHBIMU TOHHUKO-KIIOHMYECKUMH IMpUNaAKaMu (paHee
U3BECTHAsl KaK DSIUJIENCUS C OOJBIIMMM SHWICNTUYECKUMHU NPUIAIKaMU IpU
pOOYKACHUN) ABJISIETCSA pacnpocTpaHEHHbIM UANOMIATHYECKUM
TeHepaIM30BaHHBIM CHHAPOMOM JMOWICTICHU. Y JoJell HaOMI0JaloTCsl pelKHe
IEHEPAIN30BAHHBIE TOHUKO-KJIOHWYECKUE MPUIAIKHA, OOBIYHO IPOBOLUPYEMBIE

JIUIIICHUEM CHaA.

Kinuanyeckuii KOHTEKCT

DTOT CHHIPOM  XapaKTEepU3yeTCs HAuyalioM T'€HEPaJIU30BAHHBIX TOHUKO-
KJIOHWYECKHUX TPHUITaJIKoB B Bo3pacTe oT 5 no 40 ner (o6bryHo ot 10 mo 25 ner,
80% HaYMHAIOTCSI BO BTOPOM JAecATUIeTHH XKu3HM). O0a moja cTpajgaioT B paBHOM
CTereHU. AHKETa U aHaMHE3 POXKIEHUS OObIYHO B HOpME. MOKeT MpUCyTCTBOBATH
aHaMHe3 (eOpHIBHBIX NPUNAAKOB B mpolioM. HeBposorudeckoe oOciae0BaHNe
¥ pa3Mep ToJIOBEI B HOpME. Pa3BuUTHE W KOTHUTHUBHBIC CIIOCOOHOCTH OOBIYHO B
HOpME, OJIHAKO MOTYT HaOJIIoAaThCAd HApYUIEHUS B ONPEACIICHHBIX O00JIacTsX,
HarpuMep, WCIOJHUTEIbHON (YyHKIMKM wWid BHUMaHuA. [Ipumaaku oOBIYHO

HeyacThl. JlenpuBanus CHa, yCTAIOCTh U aJIKOTOJIb CHUKAKOT MOPOT IPUCTYIIOB.
[TPUITAIKHN

O0s13aTeNbHbBIE TPUCTYIIBI



FCHCpaHI/I?)OBaHHBIC TOHHUKO-KIIOHUYCCKHUC IIPUCTYIIbI, OHU YadaCTO BO3HHUKAIOT B
TEYEHHE 2 YacoB IIOCHe HpO6Y)KI[CHI/I}I, HO MOT'YT TaKXXC BO3HHKATbL B JpPYroc

BpeMs (U3 COCTOSIHMI OOPCTBOBAHUS WM CHA)

Hcknrouaromias

Bce ocTanbHbI€ THUIIBI IMPUCTYIIOB.

I'EHETHUKA
XAPAKTEP HACJIEAOBAHUMA

CnoxHOE/TIOTUTeHHOE HaCJICAOBAaHHC.

MN3BECTHBIE I'EHBI

[Tockonbky TeHeTHYecKass OTHOJIOTHS  CJIOXKHAs/TIONUI€HHAs, TaTOTCHHbBIC
HapylIICHUsI OJHOTO TE€HAa HE OXKHUJAIOTCS, U TEHETHUYECKOE TECTUPOBAHHUE HE
SABJISICTCS 4YaCThI0 PYTUHHOW KJIIMHUYECKOM OLEHKHU. ECiu mpucTyIsl yCTOMYUBBI K
JIEKApCTBEHHBIM MpernapaTraM WM Yy YeJIOBeKa €CTh MHTEJUICKTyalbHbIC
HapylIeHUsI,  PEKOMEHAYETCS  XPOMOCOMHBIM  MHUKPOYHUIl  JIJIi  TOHCKA
MOBTOPAIONIMXCA BapualMii uyucia Komud (Hampumep, Mukpojenenuu 15q11.2,

15q13.3 u 16p13.11).

CEMEMHBIN AHAMHE?3 ITPUITA JKOB/SITMJIETICUN

MoxeT nmpuCyTCTBOBATH CEMEWHBIM aHAMHE3 JMWJIENICUU IEPBOW CTENEHU, YTO

COOTBCTCTBYCT CJIOJKHOMY HACJICAOBAHHIO. V 4jIeHOB CEMBH OOBIYHO Ha6n}ozxaeTc;1



IFCHCTHUYCCKasd TICHCPAIM30BAHHAA WK HAUOIATHYCCKass TI'CHCpAJIM30BaHHAA

DIUJICIICHUS.
1.9.3.2. ®OKAJIBHBIE SITWJIEIITUYECKHE CUHAPOMBbI

1.9.3.2.1. I'MITIEPMOTOPHAS (TUITEPKUHETHYECKAS)
IIMUIEIICHUS, CBA3AHHASA CO CHOM (SHE)

OB30P

['unepMoTopHas (rMNEpKUHETHYECKAs ) SMUIIEIICHs, cBA3aHHas co cHoM (I'DC), —
3TO (OKAIBHBIA SHWISNTHYECKUN CHHIPOM C XapaKTePHBIMH KOPOTKHMHU
JBUTATEIbHBIMU MPUCTYIIAMH, BO3HUKAIOIIUMHU BO CHE. DTOT CHHAPOM paHee ObLI
U3BECTEH KaK HOYHas JIoOHas smmiierncus U (B ciaydae CeMEHHOro) ayToCOMHO-
JIOMUHAHTHas HOYHasA JI0OHas sruiencus. OH uMeeT Kak TeHETUYECKue, Tak U
CTPYKTYpHBIE IPUUMHBI. Y TAIIIEHTOB MOTYT ObITh THIEPKUHETUYECKUE PUCTYTIBI
WIA  TPUCTYIIBI  C  aCUMMETPUYHBIMH  JAUCTOHWYECKHUMMH/TOHUYECKHUMHU
JBUTATEIbHBIMU ~ TpU3HaKaMu. TepMUH  «THINEpKUHETHYEeCKas  SIUJIETICHS,
CBsI3aHHAsi CO CHOMY, CJIEIyeT MUCIOJb30BaTh, KOI/IAa Yy MAIMEHTOB HAOIIOAA0TCA

TOJIBKO THIICPKUHCTUUCCKUC ITPUCTYIIbI.

Kinuanyeckuii KOHTEKCT

JlaHHBIN CHHAPOM XapaKTEPU3yeTCs] HAYaJIOM IIPUCTYIIOB B MEPBHIC 2 ACCATHICTUS
xm3Hu (muk 11-14 gner, nuamazon ot 2 wecsueB g0 64 ner). OTMmeuaercs
HeOOoIbIIIoe MpeodIagaHnue My>KUWH. AHTEIEACHT U aHaMHE3 POXKJICHUS OOBIYHO
HOpMaJsbHbIE. Pa3Mep roJoBbl M HEBPOJIOTHYECKOE 0OCIIEIOBaHNE B HOPME. DTaIbl
pPa3BUTHUA ¥ KOTHUTUBHBIC (YHKIIMH OOBIYHO HOPMaJbHBIE. Y HEKOTOPHIX
MAIMEHTOB HaOII0JaTHCh HapyIICHUS MHTEIJICKTA, a TaKKe

HEHPOIICUXUATPUUECKUE WM ITOBEIEHYECKHE PACCTPOKCTBA.
[MTPUITAIKU

O0s13aTeNbHBIE IPUCTYIIBI



ITpoucxoasT KpaTKOBpEMEHHBIE, CBSI3aHHBIE CO CHOM (DOKAJIbHBIE MOTOPHBIE
IPUCTYIIBl C  CHUJBHBIMM  TUIEPKMHETHYECKMMH WJIM  aCUMMETPUYHBIMU
TOHMYECKUMU/TUCTOHUYECKUMHU Tpu3HakaMu. OHHU MOTYT COINPOBOXKAATHCS
ABTOHOMHBIMU TIpU3HAKaMM (TaXUKapAMsl, TAXUIIHOI, HEPETYJSIPHOE IbIXaHUE),
BOKAJIM3ALMSIMUA M HETaTUBHBIMU 3MOLIMOHAJIBHBIMU MPOSBICHUSMHU, TAKUMH KaK
cTpax. [ unepkrHeTHYeCKHe MPU3HAKU 3aTParuBaroT NPOKCUMAIbHbIE KOHEYHOCTH
WIM aKCUAJIbHBIE MBIl IPOU3BOJIS HEPETYJPHBbIE JBHKEHUS OO0JIBLION
aMIUIMTY/bl, TAKWE KaK BpalICHUE I€aJeil, Ta30BbIE TOIYKH, IPBIKKH, METAHUS
WIM KayaTellbHble JBW)KEHUsA. IIpucTynbl MoryT ObITh €l1Ba 3aMETHBIMU
KJIMHUYECKH (paHee Ha3bIBAINCH «MAPOKCU3MAIBHBIMH MPOOYXKACHUAMUY») WU
UMETh OOJIBIIYI0 MNPOJOJIKUTEIBHOCT M OOJBIIYIO CI0KHOCTH (HA3bIBAJIUCH
«QIUIENITUYECKUMHU Oy KIaHusAMK»). [lanneHTsl MOryT onucheiBaTh (POKaIbHBIN
OCO3HAHHBI CEHCOPHBIM WM KOTHUTWMBHBIM INPUCTYII IO TOrO, KaK BO3HUKHYT

ABUTATCJIbHBIC IIPU3HAKHU

MoryTt umeTn
e [lpucrtynsl u3 coctosHusi 0OAPCTBOBAHUS

o @doKaJbHbBIC npumnmaaku C MmocjacaAyromumMn ABYCTOPOHHHMMH  TOHHKO-

KJIOHWYECKUMH MIPUCTYIIAMU

OCTOPOXHO

Ecnu npuctynsl IpeuMyIIeCTBEHHO B COCTOSIHUM OOJIPCTBOBAHUS
pacCMOTpPHUTE IPYTUE CUHAPOMBI JIUIICIICUU

I'EHETHUKA

XAPAKTEP HACJIEAOBAHUIA



Otnonorusi SHE MoxxeT OBITh T'€HETUYECKOH, TEeHETHUKO-CTPYKTYPHOM WM
npuodbpereHHo. CreayeT THIATEIbHO W3YYUTh CEMEWHBIM aHaAMHE3, HO OH HeE
oxupaetrcss npu crnopaauueckor unu npuoOperenHoit SHE. Cewmeitnas SHE
OOBIYHO HACJEAyeTCs MO ayTOCOMHO-JIOMHUHAHTHOMY THITy C IEHETPAHTHOCTHIO

okoJ10 70%.

N3BECTHBIE I'EHbBI

['eHeTHYEeCKNE MPUYUHBI BKJIIOYAIOT MATOrC€HHBIE BAPUAHTHI B T'€HAX KOMILIEKCA
GATOR1 (DEPDC5, NPRL2 wm NPRL3), renax cyObeauHHUIIBI
anerunxonunoporo perentopa (CHRNA4, pexxe CHRNB2 wnin CHRNA2) unu B
reHe HaTpuii-akTuBupyemoro kamueBoro kaHana KCNTI. V  momeir ¢
naroreHHbIMU BapuanTamMu KCNT1 naGmromaercst 6onee Tsokenas popma SHE ¢
WHTEJJIEKTYaJIbHBIMA HapYIICHUSIMU, TICUX030M W HUHOTrAa perpeccoMm. OmnucaHbl
penakue ceMbd C ayTocomHo-penieccuBHbIM SHE, a maTorenHmle BapuaHTHl B

PRIMA1 Obu1u BBISIBIEHBI B OJHOU CEMBE.

CEMENHBI AHAMHE3 ITPUCTYIIOB/2IWJIENICUU
MoskeT mpucyTCTBOBAaTh CEMEHHBIN aHaMHe3 (OKATbHON SMUIICTICHH.

1.9.3.2.2. CEMEWHASI ME3UAJIbHAS BHCOYHASI SNWIENCHS
(FMTLE)

O630p

CemeliHas MequanbHasi BUCOYHAs SIUJIENICUSA — 3TO PACIPOCTPAHEHHBIN CUHAPOM
(oKanbHON AMNWJIENCUH, KOTOPHIA OOBIYHO HAYMHAETCS B MOJPOCTKOBOM WIIU
B3pOCJIOM Bo3pacte. Y OOJbHBIX HaOMIOJAIOTCS (OKAJIbHBIE CO3HATENbHBIC
IPUCTYNBI C IPU3HAKAMU MEIUAIbHONM BUCOYHON J10JIM, OCOOEHHO BBIPaKEHHBIM
nexaBro. Y OonbiuHCTBa nanueHToB MPT HOpMmarnbHasi, 1 IPUCTYTBI MOAAAI0TCS

JedYeHuro. Belgensercsas nmoarpynma, 'y  KOTOPOM  €CThb  IPEAUIECTBYIOIIME



beOpuiibHbIE TPUCTYIBI, aTpodus THUIIOKaMNa M JIEKapCTBEHHO-YCTOWYMBbIE
NpUCTYNbl. [l BBIABIEHUS S3TOTO CEMEMHOTO CHHIPOMA JMIUJIENCHA MOMKET
nOTpeOOBaThCA MPSMON OMPOC POACTBEHHUKOB, TIOCKOJIBKY MHOTHE JIFOJIU
CUMTAIOT CBOM TIEPEKMUBAHUS JIEKABIO JIETKUMH, M OHM MOTJM HE OBITh

AUArHoCTUPOBAHbI KaK IMIPHUCTYIIbI.

Kiauanyeckuii KOHTEKCT

Bo3spact nHauana npuctynos kosie6ietcst oT 3 10 63 ner, Ho 0OBIYHO MPUXOTUTCS
Ha TOJPOCTKOBBIM WM B3pociblii Bo3pacT. CooOmanoch 0 mpeodiagaHuu
xeHIuH. [IpeamecTByromee  pokJIE€HUE, pPa3BUTUE U I[O3HABATEJIbHBIC
crocoOHOCTH 00bIYHO HOpMalbHbIe. [IpemnmectByromme (heOpuibHbIE CyI0pOTH
MOTyT OBbIThb OOHApY’KEHbI Y NOArpynnsl jull. HeBposnornyeckoe obcieqoBaHue B
HopMme. Cynoporn MOryT OBITh JIETKMMHU SIBJICHUSIMA M HE Bceraa TpeOyroT

JICYEHUS.
[MTPUTTAIKU
O0s13aTenbHbIE MPUCTYTIBI

VY nanueHToB 00bIYHO HAOIOIAt0TCS JIETKUE 04aroBble KOTHUTUBHBIE MTPUCTYTIBI C
nexaBo. Jlpyrue KOTHUTHUBHBIC TPHU3HAKH, OOBIYHO CBSI3aHHBIE C JICKABIO,
BKJIIOYAIOT U3MEHEHHOE BOCIIPUATHE U WILIIO3UHU (3pUTEIbHBIE UK CIIYyXOBbIe). Bo
BpeMs  MpUCTyna  MOTYT  HaOMIOAAaThCs  AMOIMOHANIbHBIE  (Hampumep,
CTpax/lIaHWKa), CEHCOpPHBIE WM BEreTaTHBHBIC (HAMpPUMEP, TOBBIMICHUE
SIIUTacCTPajJbHOM  YYBCTBUTEIIBHOCTH, TOIIHOTA, TaxWKapAus, IOTIUBOCTD,

PWIKUBBI WU OJIETHOCTD) MPU3HAKHU.

MoryT HaOmOAaTHCS

e (OyaroBbl€ NPUCTYIIBI C HAPYIIEHHUEM CO3HAHUS



o @dokajbHbIC npumnaakyu C nocjacayromumMn ABYCTOPOHHMMH  TOHHKO-
KIIOHMYCCKMMHU IIPUCTYIIaMHU (KOF,Z[a OHM CJIIYYaroTCsda, OHH CIIYyHaroTCiA

HEYacTo)
Hckmovaromue
Jpyrue TUIbI IPUCTYTIOB HE 0XKUIAOTCS.
I'EHETHUKA
XAPAKTEP HACJIEIOBAHUWA

CnoXHO€/TI0TUTeHHOE HacCJICAOBAHUC, B PCAKUX ClIydasax coo61uanocs 0
MCHACJICBCKOM  HACJICAOBAHHUHU, KOTOPOC MOKCET OBITH PCUOCCCUBHBIM WX

JOMHWHAHTHBIM.

MN3BECTHDLIE I'EHbBI

Ornrcansl pegkue ceMbHU ¢ MaroreHHpIMu Bapuantamu B DEPDCS.

CEMEMHBI AHAMHE3 ITPUCTYIIOB/AITUJIEIICUN

JInsi TMarHOCTUKHU 3TOTO CHUHApPOMA TpeOyeTcsl CEeMEWHbIM aHaMHE3 MPHUMAJKOB C
ME3HAJIIBHBIMU BHUCOYHBIMU IpU3Hakamu. ClenyeT TIIATEIbHO M3YYUTh aHAMHE3,
TaK KaK MPUIMAJKH BKJIIOYAIOT JIETKOE JIeXKaB0 W MOIJIM OBbITh HE

JUArHOCTUPOBAHBI.
1.9.3.2.3. JIIAJIEIICHUSA CO CJIYXOBBIMHU OCOBEHHOCTSAMM (EAF)

OB30P

Onunencus co ciyxoBeiMu mpuszHakamu (EAF) — »3t10 cunapom dokanbHOU
AIUJIETICUM C XapaKTEPHBIMU (POKATLHBIMU CEHCOPHBIMU CIIYXOBBIMU MPUCTYIIAMH.
[IpucTymbl 4acTO BBI3BIBAIOT TaKUE JIETKUE CUMIITOMBI, YTO UX HE IHArHOCTUPYIOT.

He oxxumaercs HUKaKUX MOCIEACTBUM ISl pa3BUTHUS WM OOYUYEHUS, U MPUCTYIIBI,



KaK IPaBUJIO, PEOKH U XOpoulo KOHTpoiupyrorcsa. EAF Moxer BO3HMKaTh Kak
ceMennbIil cunnpom, cemeitnbiii EAF (FEAF, panee u3BecTHBIN Kak ayTOCOMHO-
JIOMUHAHTHAsl JIaT€pajbHAsl BUCOYHAS JSMUJICIICUS WM ayTOCOMHO-IOMHHAHTHAs
napiuanbHas SMUIENICUS CO CIyXOBBIMU Tpu3Hakamu). HacnegoBanue mosker

ObITh ayTocOMHO-TOMUHAHTHBIM (ADEAF) ¢ HenoiHo# eHeTpaHTHOCTBIO.

[MTPUMEYAHUE Ttakxe npusHaercs BapuUaHT C (POKAJbHBIMH KOTHUTHBHBIMU

NPUCTYIaMHU C PELENTUBHOMN adazueil.

Knunnaeckuii KOHTEKCT

DTOT cuHAPOM OOBIYHO HauumHaeTrcs B Bo3pacte 10-30 ner (muamazon 0,5-54
roga). O0a moya mopaxarTcs B pPAaBHOM CTENEHU. AHTELEACHT W aHaMHE3
poxzaeHust B HopMe. Pazmep rojoBsl M1 HEBPOJIOTUYECKOE 0OCIEAOBaHNE B HOPME.

Pa3BuTne n KOrHUTUBHBIE (I)YHKHI/II/I, KaK IIpaBHJIO, B HOPpMC.
TIPUTIAJIKU

O0s13aTenbHbIE PUCTYTIBI

@doKanbHbIE OCO3HAIOLIME CEHCOPHBIE (CIIyXOBBIE) MPHUCTYIBI WIA (DOKAIbHBIE
OCO3HAIOUIME KOTHUTUBHBIE (peuenTuBHas adasus) NPUCTYIbl  SABISIOTCS
00s13aTeIbHBIMU MIPUCTYIIAMU MIPU 3TOM CHUHApPOME 3nuiencuu. [Ipuctynsl nerkue,

HCYACTBIC, B OCHOBHOM HOYHBIC M JICTKO KOHTPOJUPYIOTCA C ITIOMOIIBIO JICKAPCTB.

CnyxoBble (eHOMEHbl TpH (POKAIBHBIX CEHCOPHBIX CIIYXOBBIX MPHUCTYMAX
BKJIFOUYAIOT MIPOCTHIE 3JIEMEHTAPHBIE 3BYKH (TaKHE KaK I'yJIEHUE, KYXKKaHUE, 3BOH).
MoryT BO3HUKaTh (POKaJbHbIE KOTHUTHUBHBIE MPUCTYNBl CO  CIIyXOBBIMHU

NIITIO3UAMUA (I/ICKa)KeHI/IC 3BYKa, TAKOC KaK M3MCHCHHC FpOMKOCTI/I) NIn CJIIOXKXHBIM



3BYKOM (HarpuMmep, CibIIIAHUE OIpPEACNICHHbIX MEeCEeH WIM TOJ0CcOoB). Moryt
BO3HHMKATh JIONOJIHUTEIbHBIE CHUMIITOMBI (DOKAJIBHBIX MPHUCTYIOB, BKIIOYas
U3MEHEHHUE 3peHus (MCKaxeHHe JIML/00bEeKTOB) U BepTUro. DOoKambHbIE MOTOPHBIE

IPUCTYIIBI U (OKATbHBIE BET€TaTUBHbBIEC TPUCTYIIBI BCTPEUAIOTCS PEJIKO.

HNkTanpHas PCUCIITUBHAsA a(l)a?)I/I}I BKJIIOYACT BHC3aIIHOC BO3HHMKHOBCHHC

HECITOCOOHOCTH MOHUMATh SI3BIK IIpHU OTCYTCTBHUH HAPYHICHUA OCO3HAHUWA

MoxeT uMeThb

e PeduekTopHbBIC IPUCTYTHI B OTBET HA OIPEICICHHBIN 3BYK
e @oKaJbHBIC HAPYLIEHHBIE IPUCTYIIBI OCO3HAHUS.

o @dokallbHbIC WU ABYCTOPOHHHUEC TOHHUKO-KIIOHHYCCKUC IIPHUIIAIKU (pem(o,
NpEUMYIICCTBCHHO HO‘-IHBIC) - CJICAyCT HMCKAaTb B AHAMHE3C CI)OKaHBHBIe
OCO3HAHHBIC CCHCOPHLIC (CJ'IYXOBI)IC) IMpUuIIaaKu, IMOCKOJbKY ITAIUCHT MOKCT

0 HUX HE COO0IIATh
I'EHETUKA

XAPAKTEP HACJIEJOBAHUWA

EAF uamie Bcero Bctpeuaercs cnopaauuecku. Ecnu 3abosieBanue cemeitHoe, OHO
UMeeT ayToCOMHO-IoMuHaHTHOe HacinenoBanue (ADEAF) ¢ wemonno#

ICHCTPAHTHOCTBIO.

N3BECTHDLIE I'EHbBI

[Tatorennesle BapuaHTel WM Mukpozaenenuu, 3arparusBaromme LGI1 wmm RELN,

BBIBJISIIOTCS IPUMEPHO B noJjioBuHe ciaydaeB ADEAF. [latoreHHeie BapuaHThl B



MICALI sBnstoTcst 60Jiee peakoi npuunHoi. Takke cooOIaoch O MaTOreHHBIX

BapuanTax B DEPDCS, CNTNAP2 u SCNIA.

CEMEWHbBIN AHAMHE3 ITPUCTYIIOB/2AIINJIEIICUN

Jlns nuarnoctuku ADEAF oxupaercs Haaudue B CEMEMHOM aHaAMHE3€ THUIIMYHBIX
MIPUTIAJAKOB C JOMUHAHTHBIM TUIIOM HACJIEAOBAHUS C HEMOJIHOM MMEHETPAHTHOCTHIO.
AHamHe3 clielyeT THIATeIbHO COOMpaTh, MOCKOJIBKY MPUMAJKHA BKIIIOYAIOT TaKHUe

JICTKUC CUMIITOMBI, UYTO HCKOTOPBIC YICHBI CCMbU HC PACIIO3HAOT CBOUW IIPUITAIKH.

1.9.3.24. CEMEMHASI DOOKAJIBHASA SIMUWIEIICUA C
BAPUABEJIbHBIMU OYAT'AMM (FFEVF)

O630p

CemeitHas (QokanbHas snuiencust ¢ nepemeHHsiMu ouaramu (FFEVF, panee
M3BECTHASI KaK ceMelHas mapliuaibHasi SMUJIENCUs C IEPEMEHHBIMU OYaramu) —
9TO CHUHAPOM CeMEWHOW  (OKAIbHOW  OSIUIIENICHUU, XapaKTEePHU3YIOUTUHCS
(GOoKanbHBIMU TMPUCTYNIAMHU, BO3HUKAIOUIMMHU M3 pa3HbIX (OKaIbHBIX oOJjacTei
(dame Bcero JOOHOW WM BHUCOYHOM) Yy pa3HbIX YICHOB CEMbU, U C pa3HOHU
CTENEHBIO TSKECTU, HO Yy KaXJOro YeJOBeKa B CEMbE HAONIOAAETCs OAUH THII
dokanpHBIX TPHUCTYNOB. OH WMeEeT KaK TEHETHYECKHE, TaK W CTPYKTypHBIE

IMPUYNHEL.

Knunnaeckuii KOHTEKCT

Bo3pact Havyana (okanbHBIX MPUCTYNOB CUJILHO BapbUpyeT (OT MIIaJIEHYECTBA 10
3peyioro BO3pacTa, MUKOBBIM Bo3pacT cocTaisier 12—13,5 ner). boneror kak
MY KYMHBI, TAK W KEHIMHBIL. [IpeamecTByomuii 1 pogoBOM aHAMHE3 HUYEM HE
npuMeyvaresbHbl. Pa3Mep TOJ0BBI M HEBPOJIOTMUYECKOE OOCIEOBaHUE B HOpPME.

Pa3ButHe u KOrHUTHBHBIE (HYHKIIMHU, KaK MIPaBUIIO, B HOPME, XOTsI COOOIIANOCH O



JIETKUX UHTEJIEKTYaJbHbIX HApYIIEHUSX, HEHPOIICUXUATPUUECKUX PacCTPOMCTBAX

(BKJIFOYAst ayTU3M) U PAcCTPONCTBAX MOBEICHUS.

[TPUTTA KU
O0s13aTeNbHBIE PUCTYTIBI

dokaJIbHbIC IMPHUCTYIIbI ABJIAKOTCSA 06$I3aTeJ'IBHBIMI/I, KaK y OTACIbHOI'0 4YCJIOBCKA,
TaK U Y YICHOB €ro CCMbMU. vy KaXXJ0ro 4€Ja0BC€Ka B CEMbEC 0OBIYHO H36HIOI[3€TC$I

OJIUH THUII (DOKAIBHBIX MPUCTYTIOB.

MoryT ObITh

dokaJIbHbIC UJIU ABYCTOPOHHHNEC TOHUKO-KJIOHNYCCKHC ITPHUCTYIIBI.

HcknrounTenbHbIE
Jpyrue npucTymbl He HaOII0Iat0TC.
I'EHETUKA

TUIT HACJIEJJOBAHUA

AyYTOCOMHO-IOMMHAHTHBIN C HEMTOJIHON EHETPAHTHOCTHIO.

N3BECTHDLIE I'EHbBI

DTHOJIOTUSL 3TOTO0 CHHIpPOMA MOXET ObITh TEHETHYECKOW WM T'€HETUKO-
CTPYKTYPHOM C  CONYTCTBYIOIIEA OYAroBOM KOPTUKAIBHOW  JUCIUIA3UEU.

M3Bectubie rensl BkIouyaroT NPRL2, NPRL3, DEPDCS, TSC1 u TSC2.

CEMEMVHBIN AHAMHE3 ITPUCTYIIOB/IIIUJIEIICUA



JIns TUarHOCTUKH ATOTO CEMEHMHOTOo CHHApOMa TpeOyeTcs CeMEWHbId aHaMHe3
OYaroBbIX IPHUIIAJKOB C ayTOCOMHO-JIOMHHAHTHBIM HACIIEIOBAHUEM C HETMOJIHOU

NIEHETPAHTHOCTHIO.

1.9.3.3. KOMBUHUPOBAHHBIN I'EHEPAJIN30BAHHBIN u
®OKAJIBHBINA SIMWIENTUYECKUI CHHAPOM

1.9.3.3.1. SIMAJIENICUS C MPUCTYNAMM, BBI3BAHHBIMU UTEHUEM
(EWRIS)

OB30P

Onuienicus ¢ MpUCTynamu, BbI3BaHHbIMU uTeHueM (EwRIS) — peakuit
KOMOMHHMPOBAHHBI CHHJPOM T'€HEPaIU30BaHHOW M (POKAJIbHOM SIUJIENCHH,
XapaKTepU3yIoUuiicss  peIeKTOPHBIMA ~ MHOKJIOHMYECKMMH  MPHUCTyIamH,
NopakarolMMH opoaliiaibHbIe MBIIIIBI, KOTOPbIE BBI3BIBAIOTCS YTeHueM. Eciu
YTCHUE TNPOAOJDKACTCS, OHM MOTYT YXYIIIUTBCA, W MOXET BO3HUKHYTH
TE€HEPAIN30BaHHBI TOHHUKO-KJIOHUYECKUM MpuUCTyll. [lo3TOMy Mg quarHoCTUKH
KPUTHUYECKH Ba)KEH XOpOIIMK cOOp aHaMHE3a, KaKk M 3HaHHME ATOr0 CHHAPOMA,
HOCKOJIBKY crenu(pu4ecKoe sl 3aJa4l MPOSIBICHUE CUMIITOMOB MOYKET IPUBECTH
K HENPaBUJIBHOW TMAarHOCTUKE NPUCTYNOB KAK HENMWJICITUYECKUX ITPUCTYIIOB, KaK
TUKOB WJIM 3aWKaHUsA. [IpUCTYIIbI BBI3BIBAIOTCS B OCHOBHOM UTEHUEM, HO TAKXKE U
JIPYTUMH 33/1a4aMU, CBSI3aHHBIMHU C SI3BIKOM. [IporHO3 O61aronpusiTHbIN, MOCKOIbKY
CIIOHTAHHBIE IIPUCTYIBI HE O0XKUAAIOTCS, U MPUCTYIBI MMOJNAIOTCS JICUEHUIO U UX
MOKHO U30€XaTh, YMEHBIIMB BO3ACHCTBHE MNPOBOLUPYIOIIETO CTUMyNa. Y
OOJBIIMHCTBA MAIMEHTOB MPUCTYNbI TPEOYIOT UIMTEIBHOTO JIEUEHHUs, XOTSI Yy

HCKOTOPBIX IMMAMUCHTOB CO BPCMCHEM MOKET HACTYIIUTb PpCMHUCCHA.

[TPUMEYAHUE PeduekTtopHblii npuUnagok — OSTO TMPHUIIAJIO0K, KOTOPHIN
MMOCTOSSHHO WJIM TIOYTH TIOCTOSIHHO BBI3BIBAETCA OMNPEAECICHHBIM CTHUMYJIOM,
KOTOPBIE MOXKET OBITh CEHCOPHBIM, CEHCOPHO-MOTOPHBIM WJIM KOTHUTHBHBIM.

CtuMyn MOXET ObITb «3JIEMEHTAapHbIM» (HAampuUMep, CBET, YCTpaHEHUE



3pUTENBHON (PUKCALMU, IPUKOCHOBEHHUE), «CIIOKHBIM» (HampuMmep, 4ucTka 3y0oB,
OpUeM MHIY) WIM KOTHUTHUBHBIM (HalpuMep, YTEHHE, pacyeT, MBIIICHHE,
IPOCIYIINBAHUE MY3bIKH). TakoW CTHUMYJ C BBICOKOW BEPOATHOCTHIO BBI3OBET
OPUMAJOK, B OTIMYME OT CTHUMYyJa, KOTOPBIH MOXKET CIOCOOCTBOBATH
amIenTUGOPMHON aHOManuu (Hampumep, (OoToNapoKCHU3MalbHbIE pPEaKklUUd Ha

O0I") unu BbI3BIBATh MPUIIAOK, HO HE TOCTOSIHHO.

Knunndeckuii KOHTEKCT

Bo3pact Hauanma OOBIYHO MPUXOAWUTCA Ha MO3JHUH IOJPOCTKOBBI BO3pacT
(Mmequana = 17,5 ner, nuamazoH = 10-46 ner). Ilpusnano mnpeoOiagaHue
My>xckoro noisa (~2:1). IlpenmecTByronuii, pogoBOM U HEOHATAJIBHBIN aHAMHE3
0oObIYHO HOpMasbHBIN. Pa3BuTue W mNO3HaBaTENbHbIE CIIOCOOHOCTH OOBIYHO B
HopMe. HeBponoruueckoe oGcnenoBanue B HOpMme. [IporHo3 oObIYHO cuMTaeTcs
ONaronpusTHBIM, C MPHUCTYNaMH, NOIJAIOIIMMUCS JICYECHUIO JIEKapCTBEHHBIMU
CPEICTBAaMU, U IOTEHIUAIBHON PEMHUCCUEN Y HEKOTOPBIX MAI[UEHTOB C BO3PACTOM.
YMeHbIIeHne BO3I€UCTBUS MPOBOLMPYIOLIETO CTUMYJIA MOXKET OBITh YCIIEIIHBIM B
CHIDKEGHUH TPUCTYNOB; OJHAKO OrPAaHWYEHHE YTEHHS MOXKET IPUBECTU K
3HAYUTENIbHBIM OTPAHUYEHUSIM B CIIOCOOHOCTU K 00pa30BaHUIO, TPYI0YCTPOUCTBY,

o0pa3y JKU3HHU U JaXKe K PEIMTHO3HOM MPaKTHKE.
[MTPUITA IKU

OO6s3aTenbHbIE TPUCTYIIBI

* PednexkropHble MHMOKIOHMYECKHME TMPUCTYNbl B OTBET Ha YTEHHE. ITO
HU3KOAMILIUTYIHbIE MHUOKJIOHHYECKHE NOJAEPTUBAHUA, B OCHOBHOM
3aTParuBaoIINE KEBATEIbHbIE, OPAJIBHBIE M MEPUOPAIBHBIE MBIIIIBI (UEIFOCTD,
ry0a, s3biK). OHM MOTYT BBI3bIBATh OUIYIIEHUE IIETYKA, 3aMKaHUE WM U3MEHEHUE
peun. Bpems uTeHus 10 Hayana MPUCTYIa BAPbUPYETCS OT MallMEHTa K MallueHTy

N 'y OTACIIbHBIX IMAlIUCHTOB. VY oTaenpbHOro nanueHTa TPUITECP UTCHUA MOXKET OBITh



cnenuduueckuM, Hampumep, TOJBKO MPU YTEHUU MPO cels, HO HE NPHU UYTEHUU
BCIyX, TOJIBKO IIPU YTEHUU Ha OINPEICIICHHOM SI3bIKE WUJIU MO0 ONPEEICHHON TeMe

(HanpuMep, YTEHHE MY3bIKH).

MoxeT uMeTh

e Ecmu MMaUCHT IIPOAOJIKACT YHUTATb IIOCJIC IIOABJICHHUA MMHOKIIOHUH,
MUOKJIOHHA MOXKCT YCHUIIUTBHCA, PACIIPOCTPAHUTHCA HAa MBIIIIBI TYJIOBUIIA U
KOHEUHOCTEM M HMMETh CBS3aHHOE C ATHUM 0YaroBOC HapymcHUC CO3HAHMUSA

WJIK PAa3BUTLHCS B TOHHUKO-KJIOHUYECKUHU IIPpHUITAZI0K.

e OpodanuanpHble  MHOKJIOHMYECKHE  MOJEPTUBAaHHUA  MOTYT  OBITh
CHPOBOLIMPOBAHBI HE TOJBKO YTEHUEM, HO U JPYTMMH SI3bIKOBBIMU 3aJja4aMU
(mpumaaky, BbI3BAHHBIE SI3bIKOM), HAIPUMEP MNPHU Ppa3roBope (BKIIIOYAs, B
YaCTHOCTH, HalpHMEp, CIOPHBIA), MpU NHUCbME WM IpPU NPUHATHH
CJIOKHBIX pelleHuH. MHUOKIOHNYECKHE TIOJEPTUBaHusl PyK HaOMIOJAI0TCA Y

TCX, Y KOI'0 IIMCbMO BBI3bIBACT MPHUCTYIIbI

e V HeOOJBIIOr0 YMcia MAlUEHTOB C 3TUM CHHAPOMOM ObUIM OMNHCaHbI
COMYTCTBYIOIIUE TJA3HbIE W 3PUTEJIbHBIE HUKTAJbHBIE MPOSBICHHUS
(Hanpumep, MopraHue, TPYJHOCTH C (QUKcalMed B3MJIsIIa, HUCTArM,

CJIOKHBIE 3pUTEIIbHBIC TAJUTIOIMHAIIN)
e CHOHTaHHBIN MUOKIIOHYC MOET BO3ZHUKATh PEJIKO
I'EHETHUKA

THUIT HACJIEJJOBAHUA

CnoxHO€/TI0JIUreHHOE HaCJICAOBaHUC.

N3BECTHBIE I'EHbBI



M3BeCTHBIX T'€HOB HET.

CEMEWHbBIN AHAMHE3 ITPUCTVYIIOB/AIINJIEIICUA

[TonoXKUTEIbHBIM CEMEHHBIM aHaMHE3 JIHWICICHH, OOBIMHO OJHOr0 W3
TCHETHYECKUX TEHEPATM30BAHHBIX CHHIPOMOB SIHJICIICHU, OOHAPYKUBACTCH Y

20%-40% mammueHToB.

19.34. C PA3BUBAIOLIEVCSA WMWJIN DIUJIENTUYECKON
SHLUE®AJIOINATHUEN (DEE) nJIn IMPOT'PECCHUPYIOIIIUM
HEBPOJIOT'MYECKUM YXYAILIEHUEM

1.9.3.4.1. TIPOT'PECCUPYIOLIAA MUOKJIOHUYECKASA SIIUAJIEIICHUSA
(PME)

O630p

CHUHApPOM MPOrpeccCUpyronieil MUOKIOHUYECKON AMUJIENICUA BCTPEYAETCS PEAKO U
MPEACTABISIET COOOW TPYIITY STHOJIOTHH, KOTOpPhIE HMMEIOT oOmme dYepThl: 1)
MUOKJIOHUYECKUE TMPUCTYMbI, YCTOWYMUBBIE K JIEYEHHUIO, 2) MPOTrPECCUPYIOIIEe
HEBPOJIOTMYECKOE M KOTHUTHUBHOE yxyauieHue u 3) 3ameienue ¢ona IOT,
KOTOpo€ 4) MOSABJISIETCS Y YEJIOBEKA C HOPMAJIBHBIM PAa3BUTHUEM U KOTHUTHUBHBIMU

CIIOCOOHOCTSAMM.

[TpruuHbI

CYIHGCTBYGT MHOKECTBO META0OJMYECKUX W TE€HETHYCCKUX IIPUYHUH 3TOI0

cuHapomMma. HpI/I‘-II/IHa MO>KET OCTaBaThCsI HEU3BECTHOM JJIs1 HCKOTOPBIX IMAIIMCHTOB.

BONBIIMHCTBO Cily4aeB BbI3BAHO:



e bonesnpto VYHbpeppuxta-Jlynnbopra — Haubosee pacrnpocTpaHEHHON
NPUYUHOM, TPUCTYNHl HAYMHAIOTCA B Bo3pacte <18 jer, OOJBIIMHCTBO
CIly4aeB MPOHUCXOAAT W3 CKAHAMHABCKUX WM OalTUHCKUX PETHOHOB
EBpomnbl, cocrositHMe OOBIYHO MEIJIEHHO MPOTPECCUPYET M MOXKET
CTAOMJIM3UPOBATHCS BO B3POCIIOM BO3pacTe, MoBTOopHOE pacmmpenne EPM1
HaOmogaeTcss npumepHo B 90% cioyuyaeB, (PEHHUTOMH MOXKET yCYTyOUTb

HPUCTYTIBI.

e bonesnp Jladopa — mpuctynsl HaumHaioTcs B Bospacte <20 er,
HA0JII01aeTCsl paHHEE CHU)KEHUE KOTHUTUBHBIX CIIOCOOHOCTEM, U COCTOSTHUE
OOBIYHO OBICTPO MPOTPECCHUPYET, CO CMEPThIO MpuMepHO uepe3 10 jer ot
Hayaja B OOJIBIIMHCTBE CIIy4aeB, OYaroBble CEHCOPHBIE 3PUTEIIbHBIC
IPUCTYTIBI SBJIAFOTCS pAHHUM ITPU3HAKOM, IMaTOreHHble BapuanTel EPM2A u
EPM2B cocraBnsitoT mouTH Bce ciaydau, Tenbia Jlagopa oOHapykuBaroTcs

B KJICTKAaX IIOTOBLIX IIPOTOKOB.

e HeiipoHanbHble MHEpOUAHBIC TUMOPYCIMHO3BI — 3TO TPyNNa COCTOSHHUMA,
MPUBOJISIINX K HAKOTUICHHUIO JTUTIOMMMTMEHTOB (JTUMO(YCIIMHA), B HACTOSIIEE
BpeMs  Kilaccu(puIMpyeMbIX TI0  NpUYMHHOMY TeHy. Hawumbomnee
pacnpoctpaneHHbIM sBisieTcs 3a0oneBanne CLN2. Otor NCL HaunHaetcs B
BO3pacTe OT 2 10 4 JIeT, MOXKET MPOSBIATHCA 33JI€PKKOM pedyr 10 Hayaa
NPUCTYIA, 3aTeM HAOJIOJAeTCs PErpecc pa3BUTUS U MOTeps 3peHus, IO
MO>KET MOKa3bIBaTh (POTOMAPOKCU3MATIBHYIO PEAKLIUIO IPU HU3KUX YaCTOTaX
BCIIBIIIECK, KPUBOJIMHEIHBIE TEIbIla MOKHO YBUJETh B KIIETKax (Hampumep,
KOXHU, JUMQOIIUTOR). MutoxoHApruaibHbIC paccTpoiicTBa —
MUOKJIIOHMYECKAss dIWIENCUS C PBAaHBIMU KPAacHbIMHU  BOJIOKHAMH,
paccrtpoiicTa, cBa3anHble ¢ POLG, u MuToX0oHApHanbHas sHIEhaIonaTus ¢

JAKTaTaIlM030M U HHCYJIBTONO00HBIMHU SITHU30/1aMHU.

MeHee pacnipocTpaHEHHBIE PUYUHBL: IEHTATOPYOO-TAJLTHI0IFOM3UeBas aTpodusl,
IOBEHWIbHAS 00JIe3Hh XAaHTUHTTOHA, CUHAPOM JEHCTBUS-MHOKIOHYCA-TIOYCTHON

HEJI0OCTATOYHOCTH, IOBEHWJIbHAs HEeHpPOaKCOHAJIbHAS auctpodus,



HelpoaereHepanys, CBs3aHHAs C TAHTOTEHATKWHA30HM, OOJEe3Hb BKIFOYCHUN
HEHPOCEPIIMHOBBIX TeJNell, JeWKodHIedanonaTuss ¢ HWCYC3HOBEHHEM OeJoro
BEIECTBA, 00JIE3Hb AJbIIreliMepa C paHHUM HadyajoM, MATOTCHHBIC BapHAHTHI
GOSR2 u Gosee peakue MeTabOJMUYECKHE pacCTporcTBa (TaHrIno3u10361 GM2,
nedunuT TeTparuapoononTepruHa, HeMH(MAHTUIbHAS HeWpomnaTudeckas O0Je3Hb

['omre u 6one3np Humanna-Iluka tuna C).
[TPUITAJIKU
OO6s3aTenbHBIE TPUCTYTIBI

MHuoOKIOHNYECKHE MNPHUCTYIIbI, 4aCTO HC IMOAMAIOIIMUCCA JICUHCHUIO W CBA3AaHHLIC C

MPOrPECCUPYIONIMM HEBPOJIOTMUYECKUM YXYAIICHUEM.

MoryTt nmetn

FeHepaHI/BOBaHHBIe TOHHUKO-KIIOHHYCCKUC NNPUCTYIIbI U IPYTUC I'CHCPAJIN3OBAHHBIC

THUIIBI IPUCTYIIOB

@dokanbHbIe CEHCOPHO-3PUTENIbHbIE MPUCTYIBI — HAOIIOJAI0TCA MpU 00JIe3HU

Jladopa

I'EHETHUKA
XAPAKTEP HACJIEAOBAHUIA

OTOT CcHUHIApPOM OOBEAUHSET MHOXKECTBO BO3MOXXHBIX OCHOBHBIX 3THOJIOTHH,
MO3TOMY THUIN HAacJIeAOBaHUS BapbUPYeTCd U MOXET ObITh ayTOCOMHO-
pPELEeCCUBHBIM, HACIEOBAThCSA IO MATEPUHCKOW JHMHUM (MUTOXOHApPUAIBHBIC
HapyIIeHus), Apyroi ¢GopMoN HaclIeJOBaHUS WM IMATOTCHHBIA BapHaHT MOT

BO3HUKHYTH de novo.

N3BECTHBIE I'EHbBI



BoBiieueHHbI TeH 3aBUCUT OT OCHOBHOM 3THONOruu. [loBTOpHOE pacuiupeHue B
EPMI1 BoBneueHo B ~90% cnyuaeB Oonesnu YHpeppuxta-Jlynadoopra,
OOJBIIMHCTBO ciydaeB Oosie3uu Jladopa 0OBACHAIOTCS MATOT€HHBIMHU BapUaHTaMHU
B EPM2A u EPM2B, u cymectByeT 0oJjiee AIOKHWHBI T'€HOB, BOBJICYCHHBIX B
HEHPOHAIILHBIE ITIEPOUHBIC JTUOQYCIIMHO3BI, HanOOJIee PaCIpPOCTPAHEHHBIM U3

KoTOpbIX siBisieTcss CLN2.

CEMEWHBIN AHAMHE3 ITPUCTVYIIOB/AIINJIEIICUN

B 3aBHCHMMOCTM OT OCHOBHOH IIPUYHUHBI MOXCET IIPHUCYTCTBOBATDH CEMCHHBIMN

aHaMHE3 IPUIATKOB/AIIICIICUY.
1.9.3.4.2. CUHAPOM PACMYCCEHA

OB30P

OTOT CUHIpPOM, paHee M3BECTHBIA Kak sHIedamuT Pacmyccena, xapakrepusyercs
HAYaJIOM TPYJHOU3JICYUMBIX (POKAIBHBIX MOJYIIAPHBIX MPHUCTYIOB (B OCHOBHOM
(OKaNbHBIX MOTOPHBIX IPHUCTYIIOB) C IPOrPECCUPYIOLIMM HEBPOJIOTHYECKUM

yXyALIEHUEM U aTpoduet noaymapuii npu Buzyanuszauud. [lpyunna HensBecTHa.

Knnunyeckuii KOHTEKCT

[Tpuctynsl HaunHaroTcs B Bo3pacte ot 1 1o 10 net (B cpegnem 6 net), okono 10%
CllyuyaeB HA4YMHAIOTCS B IMOJPOCTKOBOM MM B3pociioM Bo3pacte. Oba mona
MOpaXKaroTCsl B PaBHOM CTENeHH. AHKETa U aHaMHE3 POJOB OOBIYHO HOPMAJIbHBIE,
OJJHAKO COOOIIAJIOCh O OEpeMEHHOCTH WM MEPUHATAIBHBIX OCJIOKHEHHUSX B
aHaMmHe3e. Pa3mep TOJIOBBI W HEBpOJOTHYECKOe 0OcienoBaHHe OOBIYHO
HOopMalibHble 70 snuiencud. Co BpeMeHeM pa3BHBAETCS Iporpeccupyloliee
HEBPOJIOTUYECKOE YXY/IIEHHE, CBA3aHHOE C MOPAXEHHBIM MojymiapueM. Moryt
pa3BUTHCS TEMHIIAPE3, TEeMUAHOTICHS WM peueBasi AUCPYHKIHS (€CIH JOMUHHUPYET

HoJIylIapue). Y HEKOTOPBIX JETEW MOXKET CHadaja IPOSBUTHCS OAHOCTOPOHHEE



JIBUTATEJIbHOE PacCTPOMCTBO (reMuauctonus, remuarero3). B CMIK moryT ObITh
Hecneuupuueckue pe3yJsibTaThbl, BKIIOYas HATMYUE OJIMTO- WM MOHOKJIOHAJIBHBIX
noJyioc. buorncust Mo3ra He TpeOyeTcsi, HO €ClIU €€ CJeNlaTh, MOXXHO OOHApyXUTh
MHOTO0YaroBO€ BOCIAJIEHUE KOPbI, MOTEPI0 HEHPOHOB M IIHMO3 B MOPAKEHHOM

IIOJTY LLIAPHH.

CymrecTByeT Tpu CTaguu 3aboyieBaHMs: 1) HadalbHas MpojapoMaibHas (asza ¢
PEIKUMH TPHUIAJAKaMHd W JIETKMM TeMumnape3oM ii) octpas ¢asa ¢ 4acThIMU
NPUITAJKaMA M MPOTPECCHPYIOIIUM HEBPOJOTHYECKMM yXyAIIeHHeM u  1ii)
XpOHHYECKast CTaaus C IMOCTOSHHBIMH CTaOMJIBHBIMHA  HAPYHMICHHSIMH |

MMpOoaO0JIKAIOIIUMUCA IIPUITAIKAMU.
TIPUTIAIKU

OO0s3aTenbHEIC MMpUIIaaKu

®dokanpHple WM MYJbTU(OKAIbHBIE MPUNAAKH, OTPAaHUYEHHBIE MOPAKEHHBIM
NOJIyHIapUEM, KOTOpBIE CIyYarOTCSl 4YacTO W YCTOMYMBBI K JIEKAPCTBEHHBIM
npernaparam, SBJISIOTCS 00s3aTelbHBIMU. JTO 00BIYHO (DOKAJIBHBIE JBUTATEIbHBIC
npunajakKy, JUOO OCO3HaHHbIE, JUOO C HapywmeHueM co3HaHud. OHH MOryT

nepepactu B (l)OKaJIBHI)IG HJIN IBYCTOPOHHUC TOHHUKO-KIIOHUYICCKHUC ITPUITAAKHA.

[IponomkenHast pokanbHasi SMUIETICHS OTHOCUTCS K MIOBTOPSIOMIUMCS (DOKATbHBIM
JIBUTATEIbHBIM TPUMNAIKaM (OOBIYHO MOpaKAOUIUM PYKY W JIMI0, XOTSI MOTYT
OBITh 3aTPOHYTHI U APYTUE YACTU Teja), KOTOPbIE MTPOUCXOAT KaXK/Ible HECKOIBKO
CEKYHJ WJIM MUHYT B T€UCHUE JIJTUTEIbHBIX IEPUO0B (HEH win neT). DokabHbIe
JIBUTATEJIbHbIC MPU3HAKU MOTYT MPOSBIISTHCA B BUJIE JIKEKCOHOBCKOro Mapiia. B

NOpaXCHHOM 4acTH Teljla MOKeT HaOmofaTses nape3 Toaaa.

I'EHETHUKA



XAPAKTEP HACJIEAOBAHUIA

Henpumenumo.

N3BECTHBIE I'EHbBI

HpI/I‘II/IHa 9TOTO paCCTpOﬁCTBa HCU3BCCTHA, FCHETUYCCKUU BKJIaJ HC BBISIBJICH.

CEMEWHbBIN AHAMHE3 ITPUCTVYIIOB/AIIUJIEIICUA
Henpumenumo.

OITPEJAEJIEHMSA BO3PACTHBIX I'PYIIII CHHAPOMA SIINUJIEIICUHA

e ['‘ecTalOHHBIA BO3pACT: BPEMs, IPOIIECANIEE MEXKAY IEPBBIM JTHEM

NOCJIETHEH MEHCTPYALMH U THEM POJOB (TIOJTHBIX HEZEINb)

L4 HOCTMGHCpraHBHBIﬁ BO3pacCT: FGCTaHHOHHBIﬁ BO3pacT IIJIFOC

XPOHOJIOTMYECKUI BO3PACT (TIOJIHBIX HEEIIb)

e HoBOpOXICHHBI: epuom OT POXKICHUS hi e} 44 Heaenb

IIOCTMCHCTPYAJIbHOI'O BO3pacCTa

e Minanenen: ot 44 Henenb MOCTMEHCTPYAIBHOTO BO3pacTa A0 Bo3pacrta 24

MECSIIIEB
e JlercTBO: 24 Mecsla 10 OJIOBOrO CO3PEBAHUS

e Pa3nuuHbld BO3pacT: CHHAPOM, KOTOPBIM HAYMHAETCS B PAa3HOM BO3pacTe,
HaOroAaeTCs Kak y Jull B Bo3pacte <18 ser, Tak u y Juil B Bo3pacte >19

JCT.



1.6.6. TMOPEPEHIIUAJIBHASA TUAT'HOCTHUKA SITHJIEIICUA

HuddepeHunanbHplii 1UarHo3 snwiIencud oomupeH. I[lo cBOMM KIMHMYECKUM
IPOSIBJICHUSIM HEINWICITUYECKUE MPUCTYIBl (IIapOKCU3MBbI) OYEHb IIOXOXKU Ha
ANUIENTHYECKUE — OHU MOTYT HPOSBIISITBCS HAapyLIEHUEM CO3HAHHUS, MaJICHUEM,
(OKaNbHBIM U TE€HEPAIM30BAHHBIM IOBBILIEHHMEM MBIIIEYHOIO TOHYca M T.n.
CxoxecTh KIMHUYECKUX MPOSIBJIEHUN TaKOBa, YTO JAJIEKO HE BCErJa Bpad MOXKET
pPa3IMYUTh [0 HUM SNWIENTUYECKUI U HE3NMWIeNTHYeCKUil npuctyn. Hanpumep,
ri1yOOKnii OOMOPOK C ABUTAaTEIbHBIM KOMIIOHEHTOM MOKET HUUYEM HE OTINYAThCSA
KJIIMHAYECKH OT SHWIENTHYECKOr0 NPHUCTYNNa C HAPYLIEHHWEM CO3HAaHUSA C
MUOKJIOHUYECKUM MJIM KJIOHWYECKUM KOMIIOHEHTOM. A 4YacTh 3MWJICHTUYECKUX
OPUCTYNOB JIOOHOHM JIOKadM3allMd U3-32 CBOUMX HEOOBIYHBIX aBTOMATHU3MOB,
AIIEMEHTOB arpeccud M, MHOI/A, COXPAHHOI'O CO3HAaHUs OYEHb HAIIOMHHAIOT TaK

Ha3bIBACMBIC «IICUXOI'CHHBIC) («HCCB,Z[OC-)HI/IJICHTI/I‘ICCKI/IG») IMPUCTYIIbI.

[IpakThueckuMm Bpayam, BHJIUMO, CIEAYEeT NPHUAECPKUBATHCA CIEIYIOLIETO
MPUHIINANA — HE YCTAHABJIMBATh JUArHO3 AMUJICTICHM, €CJIU OTCYTCTBYET TBEpJas
YBEPEHHOCTh B AIUJIENTUYECKOM XapaKTepe MPUCTYIa, U COCTOSIHUE MalleHTa He
TpeOyeT HEMEIJICHHOTO Ha3HAYeHUsI MPOTUBOSIUIIECNTUYECKOTO  JICUCHHS.
TmatenbHbIl cOOp aHAMHE3a W TIOJHBIE CBEACHHUS O COOBITHSX 10, BO BpeMs U
1ocjie TPHUCTYINa YacTO TMPOSICHAIOT WX HEdNUJIENTUYECKyl0 mnpupoay. B
mudepeHnnanTbHON TUArHOCTUKE TaK)Ke€ MOTYT TOMOYb MPOCMOTpP JOMAITHEH
BUjieo3anucu, pyTuHHas OOI, Buaeo-O3'-MOHUTOPUHT U MOJUCOMHOTpadus.
Bcerna cnepyer mOMHUTH O TOM, YTO y OJIHOTO M TOTO >K€ MallUEHTa MOTYT
OJIHOBPEMEHHO CYIIECTBOBATH AIUJIETICUS u HEAMUIICTITUYECKUE

MMapOKCU3MAaJIbHBIC HAPYIICHU.

HacuutsiBaercst 0osee 40 cocrosinuii v 3a001€BaHUM, 110 CBOEMY BHEIIHEMY BUIY
HAallOMUHAIOIMX  Srnwiencuto. McdepneiBaromieir #X — KiIacCu(UKAUA — HE
CyllecTByeT. Bce-Taku Mbl MOKEM COCIIAThCSl HA HEKOTOPBIE MOMBITKH CO3JaHUS

MOJI00HBIX KJ1accuUKaIuu. J.M. Pellok IPUBOIUT KJaccuuKaIuio,



INOCTPOCHHYIO II0 CCMHOJOIM4CCKOMY IIPHUHOUITY (Ha OCHOBaHHHN OTACIBHBIX

CHMIITOMOB),
HeoObIuyHbIE IBUKEHUA:
TpEMOD;
MactypoOanus;
03HOOOITOIO0HBIC AITH30/IHI;
100pOKaYECTBEHHBIN MUOKJIOHYC CHa;
pedrnekc ucmyra;
apOKCU3MAIIbHBIN MUOKJIOHYC;
TUKH (B TOM 9HUCIIe CHHIPOM TyperTa);
MapOKCU3MAIIbHBIN XOPE0aTeTO3 WU JUCTOHUS,
TICEBIIOCYIOPOTH;
JBMOKCHUS TJ1a3 U KUBKH TOJIOBOM.
IToTepsi MBIIIIEYHOTO TOHYCA MJIH COZHAHMS:
CHHKOTIBI,
JpOT-aTaKH,
HapKOJICTICHS/KaTaIlJICKCHS,
HapyIICHUS BHUMAHHUS;
OCTpasi TEMUILICTHS.
Hapymenus AbIxaHus:
aItHo?;
3a/IepKKa JbIXaHUS;

TUINICPBCHTUIIALNA,



Hapyuienust BOCIpUATHS:
TOIIHOTA,
TOJIOBOKPYIKEHHUE;
roJ0BHast 00JIb;
00JIb B JKUBOTE.

3HH30HI/I‘IBCKI/IG CUMIITOMBI IIPH OTACJIbHBIX HAPYIICHUAX

ruzaporedaabHbIe MPUCTYTIL;

CEpJICUHbIE APUTMUU;

TUIOTINKEMUS;

TUIOKATbIUEMUS;

NEPUOINYECKUE MTaApATHYH;

TUIEPTUPEOUAN3M;

racTpod30daraibHbIil pedIIoKC;

PYMHHALIUS;

TOKCUYECKOE BO3/ICHCTBUE JIEKAPCTB;

epeOpOBACKYIISIPHBIE AIU30/IbI.
Hapyuienusi nmoseaeHus:

SKTAIIVS;

HOYHBIE CTPAXU;

CHOXOXICHMUS;

HOYHBIE KOILIIMaphI;

APOCTH;



CTpax.
OcTpble ncUXnYecKne CHMITOMBI:
tyra;
bobus;
aHUYECKHE aTaKH;
TaJUTFOIIMHAIIHH;
ayTH3M.
Cunnpom MronxayseHna byproxy.

MHorue M3 HEINWIECNTUYECKUX NapOKCU3MAJBHBIX COCTOSIHUA M 3a00JieBaHUMN
MMEIOT BO3pPACTHBIE NMKM HAadalla KIMHUYECKUX MPOSBICHUM, 4YacTb W3 HHUX
BO3PACT3aBUCUMBI, TO €CTh IMOSBISAIOTCSA U UCYE3AI0T B ONPE/ICIICHHBIE BO3PACTHbIE
nepuoabl. [lpeoOnaganne OTAENBHBIX HESMWIECNITUYECKUX MapOKCH3MaIbHBIX
COCTOSTHUI B OIpe/eTCHHbIE BO3PACTHBIC MEPUOAbI HEOOXOIUMO yUUTHIBATH TPU

npoBeneHnn TudPepeHInaibHON JMArHOCTUKY ¢ dnujencueit (tad. 7).



Bozpacr HesannnenTHyecKMe NapoKcHIManbHbie HapyLWeHWA

1 - 2 mecaua AnHo3 ~ .
OoBpoKaqdecTBEHHbBIR HEOHATANBHBIA MHOKNOHYC
Tpemop

2 - 1B Mecaues [MapoKCM3ManbHEIA TOPTHKSNAMC MN3geHUeB

ONCoKNOHYC-MHUOKNOHYC CHHAPOM
AhherKTHBHO-PECNUPETOPHLIE NPUCTYNLI
AxTauua

MacTtypbauwa

[acTpoazodaransHeld pednioKo

Tpemop

Spasmus nutans cuHApoM
TMNEpaKNNEKCHA

O3HobononobHbiE 3NK30AL

1,5- 5 net HOuHBIE CTPaXK M KOWMAapPL
JobpoKaqYecTBEHHOE NADOKCM3IMANBHOE NONOBOKDYHEHHE
MapoKCM3ManbHBIA XOPe0aTeTos

5-12 ner THKKH

DcnowHeHHaa MUIPeHb
PaccTpolCTES BHUMAHWA
CHOXOMAEHWA
Mapokc3ManbHbBIA XOpPe0aTeTos

MNogpocTkK W B3pOCnLIe MCHXOreHHBIE NPUCTY N {CHHOHWM DYHKUWOHANbHBIE HEIMNWIENTHYECKWE NPUCTYNb )
CHHKONE

MNaHWUYECKHE aTaKKH

OBCTPYKTUEHBI® ANHO3 BO CHE

BeptebpobazrnapHas MUIrpeHt

Hapkonencusa, katanencua

TPEHIWTOPHBIE WUWEMWYECKHWE BTAKK

Ta6auua 7. HeanwienTuyeckue NapoKCU3MaJIbHbIEC COCTOSHHUSA B Pa3JIMYHOM

Bo3pacre y aereii (livanainen M., ¢ nonosinenusimu) [113]

Cy1ecTByIOT Kak OOBEKTHBHBIC, TaK U CYOBEKTHBHbBIE INPUYMHBI CIOXKHOCTEH
nuddepeHIanTbHON JUarHOCTHKY nuiencun. K 00beKTUBHBIM MpUYUHAM MOXKHO
OTHECTH  TOT  (akT, YTO  PaACHPOCTPAHEHHOCTh  HEAMMJICHITUYECKUX
IIAPOKCU3MAJIBHBIX HEBPOJIOTMYECKUX COCTOSIHMM YpE3BBIYAMHO BBICOKA U
MHOTOKPAaTHO TMPEBBIIIAET PACIPOCTPAHEHHOCTh HSmuiiencui. OCoOEHHO MHOTO

MMapOKCU3MAJIbHBIX HCOIMUIICTITUICCKUX Hap}IIIICHI/Iﬁ y I[CTCﬁ MJIIaAmero Bo3pacTa.

JuddepeHnmanbHpIil TUarHO3 SMHICHTHYCCKUX U HESMUIICTITUYCCKUX COCTOSHUM
OCIIOKHSIETCS TaK)Ke TeM, YTO CaM Bpady PEIKO BHUIUT NPHUCTYI U BHIHYXICH
JIOBOJIbCTBOBATBCS HEIOJHBIM OIMHCAHUEM €ro, JaHHBIM POJCTBEHHHKAMH WIIH
ClydaiHbIMU CBHIETENAMU. W Te, U Ipyrue, He UMest MEITUITMHCKOT0 00pa30BaHus,
KaK IMMPaBWJIO, HE B COCTOSIHMHM TOYHO ONKCATh KIMHUYECKHE CUMITOMBI. Camoi
YacTOW MPUYMHOH  JMArHOCTHMYCCKUX  OMIUOOK  SBJSCTCS  HEJIOCTATOYHO
TIIATENBHBIA COOp aHamHe3a 3abosieBanus. J[isi Toro, 4ToOBI XOpOIIO COOpaTh

dHaMHC3, Bpad AOJDKCH 3a/laBaThb IMAIUMCHTY U €ro pOJACTBCHHUKAM «IIPABHUJILHBIC)



BOIIPOCHI, a 3TO HEBO3MOKHO 0€3 Hajauuus clienraabHbIX 3HaHui. Beeraa cnenyer
IIOMHUTH O TOM, JUArHO3 JIHJIEICUM — JUAarHo3 OIIUCATENIbHBIM, U HACKOJIBKO
TOYHBIM OYyJeT ONHCAHME TNPUCTYNA, YCIOBHM €ro BO3HUKHOBEHHMS U T.1.,
HACTOJbKO TOYHBIM OyleT M OKOHYaTeNbHBIM JMarHo3. BakHo TIIaTenbHO

pacCrpoCuTb 1 CaMmoOro ImanyucHTa, 1 CBHI[eTeHeﬁ IMapOKCU3MAJIBHBIX ITN3010B.

C npyroil CTOpOHBI, 1aK€ UMeEsl YETKOE KIMHUYECKOE ONMCAaHWE, Bpay HE BCerja
MOJKET OBITh YBEpPEH, UTO OH CTOJKHYJICA UMEHHO C anujencuen. [leno B ToM, 4To
JaHHBIE JTAOOPATOPHBIX MCCIEAOBAHUN MPU SIUJIECIICUU HE MUMEIOT aOCOJIOTHOIO
JMAarHOCTUYECKOro 3HaueHud. Jlaneko He BCerja MMEeTcsl BO3MOYKHOCTD 3aIicaTh
O0I' B MOMEHT mpuCTyna, a MexXnpuctynHas D3I MoxeT ObITb COBEPIICHHO
HOpMaibHOM. HeratnBHbIE pe3ynpTaThl NMpU 3allMCU PYTUHHOM MEKIPHUCTYITHOU
O0I' obOnapyxuBatorcss y 50% manweHToB ¢ HECOMHEHHBIM JIHArHO30M
snuiericud. [loBTopHas 3amuck pyTHUHHOW O3 yMEHBIIAET BEPOATHOCTH
HEraTUBHBIX pe3ynbTaToB 110 30%, a 3amucy D3I nocne genpuBanuu cHa 10 20%
[114]. Haxe mpuctynmHas D3I panexko He Bcerjga ObiBaeT MH(POPMATUBHOU H
MOET OBITh aOCOJIOTHO HOPMAJIBHOM MPHU MEIUaIbHON BHCOYHOM AMUJIETICUU U
IpU SMUJIENICUHM, BO3HUKIIEH B TIyOOKMX oTAenax joOHbIX goneil. C mpyroi
CTOPOHBI, XOpPOIIO M3BECTEH (aKT I[UPOKOM PacIpOCTPAHEHHOCTH BO3PACT
3aBUCHMBIX  JIOOpDOKAQYECTBEHHBIX  JSIUJICNTHYECKUX  pPa3psgoB  JETCTBA
(poNaHIMYECKHUX CIAMKOB) B 3J0pOBOM MomyJisiud. Eciu y manueHTta umeeTcs
Cepbe3Hasl CeMeiHasl OTATOLIEHHOCTh MO SIUJIEIICUM HECMOTPS Ha TO, YTO CaM OH
3I0pOB, TO Y HEro 3HAYMUTEIBHO YBEJIWYMBAIOTCS IIAHCHI CIy4allHOTO U
JMAarHOCTUYECKH HE 3HAYMMOr0 OOHAPYXEHHUs SIUJICNTHYECKUX H3MEHEHUU Ha

20T

TpakToBKa (PU3NONOTHYECKUX HU3MEHEHHH OOl Kak <«ONWISNTUYECKUX)» WU
«MUIESNTA(POPMHBIX» — €IIe OJHAa pacinpoCTpaHEHHas OmuOKa, 0OCOOEHHO y TeX
Bpadeii HEBPOJIOTOB, KOTOPHIC HE MOJIYUYMIN JOJDKHOTO HEUPOPU3HOIOTHIECKOTO
obpasoBanus. Heznanne ocHOB drekTposHIieanorpaduu IpUBOIUT K TOMY, YTO U

3aMCIJICHNEC OCHOBHOI'O pUTMa BO BPEMA T'MIICPBCHTUIIAIHNH, WM T'MIIHAIOrM4YCCKas



TUIIEPCUHXPOHMS, U apTe(aKThl, BbI3BAHHBIC JABMKCHHUSAMU TJIa3, TPAKTYIOTCS Kak
(OMWICNTUYECKUE»  SBJICHUS, YTO CIIOCOOCTBYET OIMMOOYHOMY JIMArHO3Y
snunencun. Kpome Toro, maMeneHuss D3I 4acTO OLEHHUBAIOTCS B OTPBHIBE OT
KIMHUYECKNX ocoOeHHocTedl mnamueHTta. Cuurtaercda, uyrto ODOI ommOo4YHO
onuchIBaeTcs Kak «@nuiaentudyeckas» y 0,5 — 2% 3mopoBbix B3pocibix. K
COXKaJICHUIO, «IOMMAaThy» 1 3amucaTh JUArHOCTHYCCKH HESCHBIM SIHM30] HE BCeraa
MPECTABIACTCS BO3MOXKHBIM, TaK KaK OHM BO3HHKAIOT CIIOPaAUMYECKH U HX

BO3HUKHOBCHHC 9aCTO HC MIPCACKA3yCMO.

OOBbEeKTUBHBIE  CIOXXHOCTH  JU(PGEepeHINaTbHON  AUATHOCTUKH — SMUJICTICUU
MHOT'OKPaTHO BO3pAcTalOT, €CIIU Bpayd CTAIKHBACTCS C MAalMEHTOM, CTPaJaloLIIM
YMCTBEHHOM OTCTaJOCThIO W/WIM JBUTATEIbHBIMU HapylieHusMH. JlaHHas
HOMYJISIIMS MAMEHTOB, KaK MPAaBUIIO, UMEET CTPYKTYPHBIE U3MEHEHHSI TOJIOBHOTO
MO3ra, a, CJIEJ0BaTEebHO, UX «00bIYHas» DI MOXKET CYLIECTBEHHO OTIMYAaThCA
OT BO3pacTHBIX HOPMATHUBOB. [lalMeHTHl C ABUraTeIbHBIMU HAapyIICHUSMHU, B
YaCTHOCTM C JETCKUMHU IepeOpalbHbIMU  IapajudyaMd, HMEIOT CaMble
pazHoOOpa3Hble AaHOMAaJbHBbIE JBUKECHHS, 4YacTb M3 KOTOPBIX MOTYT OBITh
IPUCTYNOOOPA3HBIMU U HANIOMUHATH SMWICNTUYECKUE MPUCTYMHI. Y TMalKeHTa ¢
YMCTBEHHOU OTCTaJIOCThIO MOTYT BHE3AaIlHO BO3HHUKATh W3MEHEHMS IOBEICHUS,
HAaIlOMUHAIOIIME SIWIeNTUYECKUe: OecropsAaoyuHas JBUraTelibHas aKTUBHOCTD,

arpecCUBHOCTD WJIH, HA00OPOT, «3aMUPAHUS C OCTAHOBKOM B30pa H T.II.

JU®PEPEHIIUAJIBHASI JIUATHOCTUKA SHWIENTHYECKHX
CHUHJIPOMOB

AndpepeHunaibHass AIMATHOCTHKA
DokaJIbHAA KOPKOBAasl AUCILUIA3US

[TaTonornueckue MpU3HAKKA OYaroBOW KOPTUKAIBHOW AucCIUia3uu tuma [Ib moryr
OBITh HEOTIWYUMBI OT TMPU3HAKOB KOPTUKAIBHOTO Oyrpa, HaOIIOAAaeMOTO MpHU

TyOEpO3HOM CKJIEPO3€.

TyOepo3Hsblii cki1epo3



doxanbHass KopTUKaidbHas auciuiasus, B 4dactHocTH, DKJI tuma IIb, koropas
MOXET OBITh TAaTOJOTUYECKH WJACHTUYHA KOPTUKAJIbHBIM TyOepoMaMm Ipu

TyOepO3HOM CKJIEpO3e

Jluccanuedanust

o HOpM&J’IBHLIﬁ HCBpCHBIﬁ MO3I', KaK BUAHO Y HCAOHOIICHHOTO p€6CHKa NI

Ha MPT niona, He UMEeT U3BUJIIMCTOCTH.
e [‘eTepoTonusi NOAKOPKOBBIX MOJIOC

e [lomumukporupus

FeTepOTOHHH MOAKOPKOBBIX ITOJIOC

Jluconnedanus

IeTepoTonus ceporo BemiecTBa

o (CyOsneHauManbHbIE y3€JIKU, HaOMt0aeMble MPU TYOEPO3HOM CKJIEpO3e —
OHM UMEIOT aHOMAJIMIO CUTHAJa, KOTOopas MPECTaBisieT cO00 cMemanHoe

0enoe BeIEeCTBO/CepOe BEIIECTRO.

e 3akpbiTas ry0OyaTas mmu3dHIEDATUT — MOXKET BBIMJISACTh MOXOXKEW Ha
CyOKOPTUKAJILHYIO y3JIOBYIO T€TEpOTOMNHIO, HO CBA3aHA C «SIMOYKON», a HE C

«BBIIYKIIOCTBIO» B CTCHKC JKCJIIYI04YKa

Hoaumukporupus
CyOkopTuKaibHas y3/10Basi Te€TepOTOMNus
dokanbHass KOPKOBas TUCIIA3US

Jlucconuedanus - kKlaccuueckas Wid KaMHEToJ00Hast



I'emumeramHuedaaus

Huddepenumanbuas AUMArHOCTUKA HE MPOBOJUTCA, BBUIY XapaKTEPHOIO

BHEIITHETO BHUJ1a U300paKEHHUSI.
HIu3z3Huedanus

[lopsnnedanns —  Xapakrepusyercs  OTCYTCTBHEM  CEpOrO  BEIECTBA,

BBICTHJIAIOLIETO MIN33HIE(DATHUECKYIO HIEIb.

CY6KOpTI/IKaHLHaH Y3CJIKOBas I'C€TCPOTOIIHMA — CBsA3aHa C BBIIYKIOCTBIO, a4 HE

«IMOYKOI» B CTCHKE KCIIyJ0UKa

doxanbHast KOPKOBas 1uciuiazus — B TO Bpems kak npu OKJI tuna [Ib anomanus
CUTHAJIa OEJIOro BELIECTBA MOXET CYXaThbCsl K KEIyJAOUYKY, aHOMAJIbHOE CEpoe

BEILIECTBO HE PACTIPOCTPAHSIETCS yepe3 Oesioe BELIECTBO B JKEIyJ0UEK.
I'amaproma runorasamyca

I[I/I(I)(bepeHHI/IaJIBHa}I AUArHOCTHKAa HC IMPOBOJAUTCA , HW3-3d OTIHYUTCIBHOTI'O

BHEILIHETO BHJIa N300paKeHUs
COCYAUCTBIE MAJIB®OPMALIUN

AHruoma mMosra

AHOManus pa3BUTHs BEH

CUHAPOM CTIOPIXKA-BEBEPA

Cunnpom Knunmens-Tpenone-Bebepa
APTEPUOBEHO3HAS MAJIBb®OPMALIUA
JINODEPEHIIMAJIBHBIN JJUATHO3

HGT, BBUAY OTJIIMYUTCIIbHOT'O BHUJIA I/1306pa}KeHI/ISI.



CKJVIEPO3 I'MIIIIOKAMIIA

o JlumOuueckuii »HIEPAIUT, OMOCPEAOBAHHBIN AayTOAHTUTENIAaMH — Ha
nzo0paxenusix T2 u FLAIR B runmokamiie MOXHO yBUJIETh BBIpaKEHHBIN
BBICOKHI CUTHAJI, CO BpEMEHEM MOXKET Pa3BUTHCS aTpodust

e MasbopManiys runmnoKamIa

TMIOKCUYECKU-UIITEMUWYECKUN
BpoxaeHHbIN HHCYJIbT

I/IHCYJ'II)T METa00JIUIECKOTO XapakKTepa, 0COOCHHO MUTOXOHAPHUAJIbHBIC

HapyILIEHUs
['emuruiernyeckass MUrpeHb
T'HIIOKCHYECKH-UILIIEMUYECKOE IIOBPEX/I[EHUE

JIN®OEPEHIIMAJILHBINA JUATHO3

NucynpT  MeTabOJMYecKOro  XapakTepa, OCOOEHHO  MHUTOXOHJpPHUAIbHBIC

HapylIeHUs
['emurernyeckass MUrpeHb
YEPEIIHO-MO3I'OBAS TPABMA

JINODEPEHIIMAJIBHBINA TUATHO3
WNHcynbT (MpuBEAIINNA K TAJIEHUIO C TPAaBMOM T'OJIOBHI)
OonyxoJin

JAn33MOpHoOIIACTHYECKAS] HEHPOINMUTEIHATBHAS OIYX0JIb

JIUDDEPEHITUAJILHBIN JUATHO3



e @oxanbHAsI KOPTUKAJIbHAS AUCIIIA3HS
e KopTukanbHblil Oyrop
e [aHrmuornmoma

e Jlpyrue oOmyxoJid HHU3KOW CTEMEHU 3J0KAYECTBEHHOCTH (HAmpumep,

OJIUTOJIEHAPOTIMOMA, ACTPOLIUTOMA)
IMMOPOHUE®AJIBHAS KUCTA

JINDOEPEHIIMAILHBIN JUATHO3

[wu3sanedamus (hopma momgoOHAsT OTKPHITHIM Ty0aM) OTIMYACTCS HAIAYUEM
CEpOro  BEIIECTBAa,  BBICTUJIAIONIETO  IM3IHIEMATUYECKYI0  LIedb  IpHU

mm3dHIepaniu popma noo0Hass OTKPBITHIM TyOaMm.
HEN3BECTHAS OTUOJIOTI'UA
CUHAPOM PACMYCCEHA

JINOOEPEHIIMALHBIN TUATHO3

Cunnpom Pacmyccena MoOxeT OBbITh TPYAHO JAUArHOCTUPOBATh HAa HayvaJbHBIX
CTaqusX, KOrZa OH MOXET HE HMMETh OTIMYMUTEIBHBIX IIPU3HAKOB OT JIPYTHX
NpUYHUH (POKATBHBIX MOTOPHBIX MPUINAJKOB. [[pyrue cocTosiHus, KOTOPbIE CIEAYET

YUYHUTBIBATH NP AU epeHIInanIbHON TUarHOCTHKE, BKIIIOYAIOT:

e CTpyKTypHas aHOMAaJIHUs MO3ra — OCOOEHHO €C/IM OHA MOJyIIapHas U €1Ba

3aMeTHas Ha CHUMKax (Hampumep, hoKaabHas KOpKOBas qucIia3us tumna 1)

e MuTOXOHApUATIbHBIE  HApPYIICHMs,  HANpUMEp,  MUTOXOHJApHUAIbHAS
sHUE(danonaTus, JaKTaTalKua03 U UHCYIbTonoq00HbIe Anu3oasl (MELAS)

WJIM PacCTpoOMCTBa, cBss3anHble ¢ POLG.

e OnocpenoBaHHash AHTUTENAMH/AyTOMMMYHHAsi ATHOJIOTHUS — OOBIYHO HE

OI'PpaHUYIHBACTCA OJHHUM IIOJYyIIAPpHUCM



e CuHApoM reMUKOHBYJIbCcUU-TeMuruierun-snuiencuu (HHE)

e Octpslil 2HIIEDATUAT PA3TIUUYHON ATUOJIOTHH, TTPOSIBIISIONINICS TeMUILICTHen

" IIpUuIagKaMmmnu

CUHJIPOM DSHWIEINCUH, CBSI3AHHBIM C @EBPIIBHOM
WHO®EKIUEN (FIRES)

JIUODEPEHIIMABHBIN JJUATHO3
e Octpblii HHGEKIUOHHBIN YHIIEPATUT

e Octpas »sHuedanonmaTtusi C [OpPUNAJKaMH, BbI3BAHHBIMH  JIPYTHMH
OTUOJIOTUSAMM, HANPUMEP, TUIOKCUYECKU-UIIEMUYECKUM IOPAKEHUEM

MO3ra, MUTOXOHAPHUAJIbHBIMHA HAPYIICHUAMU

CaMoCTOSITE/IbHO OTPAHMYUBAIOIIASCA (CeMeliHAs) HeOHATAJIbHAS IMNJIETICUSA

(SeLNE)
JIN®OEPEHIIMAILHEINA JUATHO3

Camokynupyronasicss (ceMelHas) JeTcKas SNWIENCHS W CaMOKYIUPYIOIIAscs
CeMElHasi HEOHaTalbHO-AETCKAsl AMWIEHICUS: Pa3IMYaloTCs MO BO3pacTy Hayaia

NPUCTYTOB (Y BCEX 3aTPOHYTHIX UJIEHOB CEMBH, €CJIM 3TO CeMeitHOe 3a00JeBaHne)

JloOpoKayeCcTBEHHBI ~ HEOHATAIbHBIA  MHOKJIOHYC CHa:  XapakTepusyercs
MHUOKJIOHYCOM B COHJIMBOCTH/CHE, KOTOPBIH MOXET MEHSThCA 10 YacToTe,

AMINNIUTYyAC 1 MCCTOIIOJIOKCHUTO

[TockonbKy OCTpble CIIPOBOLIMPOBAHHBIE MPUCTYIIBI PACIPOCTPAHEHBI, YEJIOBEK (U
3aTPOHYTHIE WICHBl CEMbH, €CIM 3TO ceMelHOe 3a00JieBaHUE) MOJKHBI ObITh
oOcnenoBaHbl, YTOOBI HCKIIOYUTH OCTpPbIE MPUYMHBI, HANPUMEP, THUIOKCHIO-

HIIEMHUIO, KPOBOTCUCHHC, I/IH(bCKHI/IIO, HHCYJIBT U T. HO.



YenoBek (M 3aTPOHYTHIE WIEHBI CEMbH, €CJIA 3TO CEMEWHOE 3a00JI€BaHUE) TOJKHBI
ObITh O00CJEIOBaHbl, YTOObl HCKIIOYUTH CTPYKTYPHYIO MPUYHMHY, HalpuUMep,

($oKaNbHYI0 KOPTUKAIbHYIO AUCILIA3UIO

CamocToaTe/IbHO OrpaHuvYuBaAOIIAACH ceMeiiHasi HEOHATAJIbHO-

uHpanTmwiIbHas dnwiencus (SeLFNIE)
JIMODEPEHIIMAJIBHBIN TUATHO3

CamMokynupyroniasicsi ceMeiiHasi HeOHaTajabHasl SIUJIEIICUS U CAMOKYITUPYIOIIasics
ceMeliHas WH(AHTWIbHAS SMIICTICUS: Pa3Indue TMPOBOIUTCS IO BO3pACTy Hadalsia

IMPUCTYIIOB Y BCCX 3aTPOHYTHIX YJICHOB CCMbH

[lockonbKy  OCTphle  CIPOBOLMPOBAHHbIE  MPUCTYIIBI  PaCHpPOCTPAHEHBI,
UHIUBUIYYM (M 3aTPOHYTHIE WJIEHBI CEMBbH, €CJIH 3TO CEMEHHOE 3a00JIEBAHME)
JIOJKHBI OBITH 00CTIeIOBaHbI, YTOOBI UCKIIOYUTH OCTpPbIC MPHUYMHBI, HampUMED,

TUNIIOKCHUIO-UIICMHI0, KPOBOTCUCHUC, I/IH(i)eKIII/II-O, HHCYJIBT U T. H.

NunuBuayyMm (M 3aTpOHYThIE YJIEHBI CEMBbH, €CIIM ATO CEMEWHOe 3a00JIeBaHMUE)
JOJKHBI  OBITh  00CTEeIOBaHbl, YTOOBI MCKIIOUUTH CTPYKTYPHYIO MPHYKHY,

Harpumep, PoKaIbHYI0 KOPTUKAIBHYIO TUCIIIA3UI0

Cewmeiinas q)OKaJILHaH OIUJICIICUA €  IICPCMCHHBIMHU O4dYaraMu OTJINYACTCA
CEMEHMHBIM aHAMHE30M JIUII C CI)OK&J'IBHI)IMI/I IMPUCTYyIIaMHU, KOTOPBIC ITPOAOJIKAKOTCS

IMOCJIC HCOHATAJIbHO-MJIAJICHYCCKOI'O ICPpHUO/Ia.

CaMocToAITeILHO OrPAHUYHMBAIOIIASACH (cemeiinasn) HH(PAHTWIbHAS

snuwiencus (SeLIE)
JIMODEPEHLIMAJIBHBINA TUATHO3

Camokynupyromascs (cemeitHas) HEOHAaTaJIbHAs AIUJIETICHS U
CaMOKYMUPYIOIIAsACA  CEeMeWHas  HEOHATAIbHO-MH(DAHTUIIBHAS  AIHJICTICHUS:
pa3nuure TPOBOAMTCS IO BO3pacTy Hayalda NPUCTYHOB (BKJIKOYas BCEX

3aTPOHYTHIX YJICHOB CEMbH, €CJIM 3TO CeMEiTHas)



[TockonbKy OCTpble TPOBOLMPYEMbIE MPUCTYIBI PACIPOCTPAHEHBI, YEJIOBEK (U
3aTPOHYTHIE WIEHBl CEMbH, €CJIM 3TO CEMEWHAs) IOJKEH MPONTH CKPUHUHT, YTOOBI
UCKJIIOYUTh OCTpPbl€ MPUYUHBI, HAIPUMEP, TUIOKCHUIO-UIIEMHUIO, KPOBOTEUCHHUE,

WH(EKINIO, UHCYIIBT U T. .

UYenoBek (U 3aTpOHYTHIE YJIEHBI CEMbH, €CIM ATO CEeMEHHas) MOJDKEH MPONTH
CKPUHHUHI, YTOOBI HUCKJIIOYHTH CTPYKTYpHYIO NPUYMHY, Hanmpumep, PokanbHas

KOpTHKaJIbHAaA AUCIIIA3HsA

Cewmeiinas q)OKaJILHaH onmuyjecncCusa C INICPECMCHHBIMU OYdraMu  OTJIMYACTCHA
CEMEHUHBIM aHAMHE30M JIIII C (I)OK&JILHBIMI/I MNPpUCTyIIaMH, KOTOPBIC ITPOAOJIKAKOTCS

IMOCJIC MJIAACHYCCKOTIO IICprUoaa

Cungpom JlpaBe: moao3peBaeTcs, €CIU y YelOBeKa HaOIOMAIOTCS JJIUTENIbHbIE
(dbokanbHbIe KIIOHUYECKHE (TEMUKJIOHUYECKHUE) MPUCTYIIbI, & HE KPATKOBPEMEHHbIE

IIPUCTYTIBI

Onunencus MIAJCHUYEeCTBAa C MUTPUPYIOUIMMH  (POKAIBHBIMH  MPUCTYTIAMU:
M0/I03pEBACTCs, €ClIM y 4elloBeKa HaOmoaloTcsi (GOpMUPYIONIUECS HapyIICHUS
pa3BuTHS U (DOKAIbHBIE MPUCTYIBI, KOTOPbIE MUTPUPYIOT C MECTa Ha MECTO BO

BpeMs npuctyna Ha 901,

I'eneTnueckasi smuiencuss ¢ ¢edOpuiabHbiMu npucrynamm miwce (GEFS+)

CIeKTP

JIUDDOEPEHITUAJILHBIN JUATHO3

e Cungpom [lpase (muddepeHnuanuss 3TOro CHUHAPOMA y UYEIOBEKa C
ceMeiinpiM aHamMHe30M GEFS+ B0o3MoO)kHa TOJIBKO TIPU TOSIBICHUH CO

BPEMEHEM COBMECTHUMBIX THIIOB IPUCTYTIOB U HAPYIIEHUI Pa3BUTHA)
e DNOWIENCcHsi ¢ MUIOKIIOHUYECKUMH aTOHUYECKUMU MTPUCTYTIAMH

o (CemeliHble TUMHUYHBIE (PEOPUIBHBIE MPUCTYIBl — Yy YJICHOB CEMbH
HAOJIOMAIOTCA TOJBKO (eOpWIbHBIE TMPUCTYNBl, a y JIpPYyrux —

beOpuIbHbBIEC TPUCTYTIBI ILTIOC



MuokiioHn4yeckas dnuiaencus y muiagaenues (MEI)
JIMOOEPEHIIMAJIBHBIA TUATHO3

e Cunapom JIpaBe: MHOKIOHMYECKHE IPHUIIAJKU CIYYarOTCA 4acTO, OIJHAKO
OOBIYHO BO3HMKAIOT HA BTOPOM TOJYy KM3HM U UM MPEANIECTBYET MEPHO/I
BOCIIPUMMYHMBOCTH K (PEOpUIIBHBIM MpUIIAJKaM, BKIIOYAsl JJIUTEIIbHbBIE

MIPUTTIAJKH.
e CuHapoM UH(QAHTWIBHBIX SMUICITUYECKUX CIIA3MOB

e J[oOpokauecTBEHHBII MUOKIOHYC MJIJICHUYECTBA U MPUCTYTIBI JPOKHU
e [WnHarornyeckue MoAepruBaHus

e [unepexIieKcus

Pannsisa ACTCKasi PpasBUBarOmiasgcsd M ISNMAJICHTHICCKAsA 3HH€(1)3J10H3TI/IH

(EIDEE)
JIOOEPEHIIMAJIBLHBINA JUATHO3
L] CI/IHI[pOM I/IH(l)aHTI/IHBHBIX SITUJIICIITUYCCKUX CIIa3MOB

e OcTpble CIPOBOIMPOBAHHBIE MPUCTYNBI C HHIEdamonaTueil (Hampumep,

THUIIOKCHYCCKHN-NTIICMHNYCCKAas BHHC(baJ'IOHaTI/ISI, MeTa00INYECKIE COCTOHHI/IH)

OCTOPOXHO! Hekotopsle reHerudyeckue npuuudbl EIDEE, nanpumep,
neuuuT MOJIMOAEHOBOro Ko(akropa MW AEPUUUT CYyJIb(OPUTOKCHIA3bI, HUMEIOT
O0COOCHHOCTH BHU3yallU3allii, KOTOPbIE IMUTUPYIOT TUTIOKCHYECKOE MOBPEXKICHUE

MO3r4a.

SIMUJIEIICUA MJIAJEHHEB C MUT'PUPYIOIIUMHU ®OKAJIbBHBIMHA
INPUCTYIIAMMU (EIMFS)

JIUODEPEHLIMAJIBHBIA  JTUATHO3 + CaMOKyNHpYIOIAscs — IeTCKas
AIUJIETICHUS OTINYAETCA HOPMAJIbHBIM Pa3BUTUEM U OTCYTCTBHEM MUTPHUPYIOIINX

npuctynoB. ¢ Jlpyrue paccrpoiicTtBa (Hampumep, MeTabOIMUYECKHUEe) C YaCThIMU



NPUCTYMAMH U3 HECKOIBKUX HE3aBUCUMBIX 00J1acTel KOPbI (XapaKTepHbIN NaTTepH

MUTpALMK B Mpeieax OAHOTO MPUCTyNa He HaOJt01aeTcs)

CUHIPOM WH®AHTUJIBHBIX DSHWIENTUYECKHUX CIIA3BMOB
(IESS) TU®PEPEHITMAILHBIN JUATHO3

L4 CI/IHILPOM PaHHETO MIIAACHYCCKOIO  pPa3BUTHUA )41 SOUJICITAYCCKON

sHIIeanonaTun
e MuUOKJIOHUYECKAS SMUIIETICHS B MJIaJICHYECTBE
e [lo3nHue snmienTUYeCKre cna3Mbl (HAYMHAIOIIUECS Mocie 24 MeCSIEB)
e J[oOpokaueCcTBEHHBI MUOKIIOHYC MJIJICHYECTBA M IPUCTYIIBI COAPOTaHUS
e Hesnuientuyeckue mnajieHus TOJIOBbI

CHUHJIPOM JIPABE (DS)

o ®eOpuibHbIe CYIOPOTH IUIIOC, TE€HETUYEcKas »nuiencus ¢ GeOpuibHbIMU

CYZOpOraMu IUTIOC CIIEKTP
e Dnuiencusi ¢ MUOKJIOHHYECKUMHU aTOHHYECKUMU CYI0pOraMu
e Cunapowm Jlennokca-I"acto

e Kiacrepnas snunencuss PCDH19 — 310 paccTpolicTBO OrpaHU4YMBacTCs
KEHIIMHAMY, Y KOTOPBIX HAOIIOAAI0TCS KIACTEPhI CYIOPOT C JIMXOPAJKOH, a
HE JUIATEIbHBIM OSNWICNTUYECKUHM CTAaTyC C JIMXOPAJIKOW, KOTOPBIU

Habmomaercs mpu cunapome Jlpase.

CAMOKYIHUPYIOIIAACA QIMUWIEIICUA C
HEHTPOTEMIIOPAJIbHBIMU CHAMKAMM (SELECTS)

JIM®OEPEHIIMAILHBINA JUATHO3

o dokanbHblC MPUNAAKU U3-32 CTPYKTYPHON aHOMAJIMH MO3Ta



e DOmunedamonaTuss pa3BUTHS W/WIKA SIHJIENTAYECKAs SHIepaionaTtus ¢
aKTUBaIlMel CMalK-BOJJH BO CHE — €CIM €CTh KOTHUTHBHas,

MCUXHUATPHUUICCKAs, ITIOBCACHYCCKAA /U ABUTATCIIbHAA PErpeCCus

e [leHTpoTeMnopanbHble pa3psabl MOTYT HAOJIIOJATHCSA MPHU OIpPENEICHHBIX
HapyLIEHUsAX HeHpopa3BUTHUs (HAampuUMeEp, JOMKas X-XpomMocoMa), HO

TUITNYHBIC KIIMHUYCCKHUC IIPUIIAAKN 3TOTO CHHAPOMA HC Ha6J'II-0I[aIOTCSI

CAMORKYIIMPYIOIIASACSA SITUJIEIICUA C BETETATUBHBIMUAU
IMPUCTYIIAMMU (SELEAS)

JIUODOEPEHITUAJILHBIN JUATHO3
e QoKaJbHbIEC BETETATUBHBIE IIPUITIAJKU U3-3a CTPYKTYPHON aHOMAJIUKA MO3Ta

e PaccTpolicTBa, CBS3aHHBIE C MUTPEHBIO, BKJIIOYAs JOOPOKAYECTBEHHOE

MMapOKCU3MAJIbHOC T'OJIOBOKPYKCHHUC

e PaccrpoiicTBa, CBsi3aHHBIE C  TEpeMexaromieics  dHiedamonaTuen,

HaIpUMep, METaboIuYeCcKe HapyeHUs] (0COOEHHO MUTOXOHIPUAIIBHEIC)

e PaccTpoiicTBa, CBSI3aHHBIE C IIEPEMEKAIONMIEUCS PBOTOM, HAIPUMED,

YKEJTy JOYHO-KHILIEYHBIE PACCTPOMCTBA
JETCKASI 3ATBLJIOYHASI 3PUTEJIbHASI SITUJIELICHUSI (COVE)
JIDOEPEHIIUAJILHBIN JUATHO3
e OoKkaibHbBIE IMpUIIaaKU 1U3-3a CTpYKTypHOﬁ dHOMAJIMU MO3ra

o [lenmuakusi, OSHOWICNCHUS U CHHAPOM IepeOpalbHOM  KalblHU(pUKAIIUN

(mpoBephTE aHTUTENA K TIIUAANHY)
e MurpeHs O 3pUTENBHON aypou

e [lporpeccupyromme MHUHOKIOHHYECKHE  OOWICTICUM —  (POKaJIbHBIC
CEHCOPHBbIE 3pUTENbHBIE NPUIIAJKA MOTYT BO3HHUKAThb HA PaHHUX CTaIUsAX

6onesnn Jladopa



L CDOTO‘-IYBCTBI/ITeJIBHaH 3aTblJIOYHAaA OIWJICIICUA — OTIN4YacTCAd TEM, 4YTO

(oKaNbHBIE CEHCOPHBIE 3PUTEIIbHBIEC IPUIIAIKH BbI3bIBAIOTCS CBETOM
POTOYYBCTBUTEJBbHAS 3ATBIVIOYHAA SIINUJIEIICUA (POLE)

JIUDDEPEHITUAJILHBIN JUATHO3

e IOBeHMIBbHAS MHOKJIOHHMYCSCKAS SITHJICIICHSI W APYTHUC TCHCPAIMN30BAHHLIC

SIHAJICTICHUU CO CBCTOMHAYIHWPOBAHHBIMHU ITPpUITaJIKaMH

L I[eTCKaH 3aTblJIOYHAA 3PpUTCIbHAA OSIIAJICIICUA — q)OKaJII)HBIG CCHCOPHBIC

3pUTEIbHBIEC IPUITAJKHA YACThI, HO HE BbI3BAHbI CBETOM
e MurpeHs co 3pUTEIBHON aypon

L HpOFpGCCI/Ipy}OHII/IG MHOKJIIOHHNYCCKHC OIMUJIICTICHH — (bOKaJIBHble
CCHCOPHBIC 3PUTCIIBHBIC IPHUIIAAKWM MOI'YT BO3HUKAThb HAa PAaHHUX CTaJUAX

oone3nu Jlagopa
SMUJIEINICHUS C MUOKJIOHUEM BEK (EEM)

JTI®OEPEHIIMAJILHBINA JUATHO3

XapaKTepHLIe YCPThI MHOKJIOHUH BCK, BbI3BAHHBIX MCIJICHHBIM 3daKPBLITHUCM I'JIa3 U
SAPKUM CBCTOM, O3HA4YAIOT, YTO 3TOT CHHAPOM OOBIYHO JIETKO OTJIUYHTH OT APYyTHUX

COCTOSTHUH.

JudbdepennnanbHubie TMarHO3bl BKIIOYAOT:
e THKOBBIE paCCTPOUCTBA, HAIIPUMED, IIA3HBIE TUKU

CDOTOI/IHILYKI_II/IH a0CaHCOB MM MHOKJIOHHYECKHX IMPUCTYIIOB MOJKCT Ha6J'HOI[aTI>C$I

NP IPYTUX CUHAPOMAX U 3TUOJIOTUSX, HO MUOKJIOHHS BEK HE HAOII0JaeTCs
SAMMUJIEIICUA C MUOKIIOHNYECKUM ABCAHCOM (EMA)

JINOOEPEHLIMAJILHBIN JIMATHO3



e Cunapom JlenHokca-I'acto — aTunuuHbie abCaHChl MOTYT BO3HHUKAaTh C
PUTMUYHBIMU [OJEPIUBAHUSAMU HIIM MOTEPEH TOHYCA, OJHAKO OTINYAECTCS

teMm, uyTo Ha DOI" HabmogaeTcs memmeHnas (<2,5 ') cnalik-BoyHA

L4 I[GTCKa}I abcaHCHAs DITHJICIICUS — MHUOKJIOHHYCCKHUE MoACPIruBaHusdg MOTYT
COIIPOBOKIATh THIIMYHBIC abcaHCHBIE MMpUCTyIlbl, HO HUMCKOT HHU3KYIO

aMINIUTYAy U HC BBI3BIBAIOT ITOMIAIOBOT'O TOHUYCCKOI'O OTBCACHHUA PYK

e MuoKIOHNYECKHE a0CaHCHBIE MNPUCTYIBI PEIKO MOTYT BO3HUKAaTh MpHU

JOPYTHUX 3THOJIOTHSIX, HO HE SIBJISIIOTCS Mpeo0sIaJatoiM TUIIOM [IPUCTYIIOB
JNETCKASA ABCAHCHASA SITUWIEIICUSA

JINDOEPEHIIMAJILHEINA JUATHO3

KOBeHnmibHast abcaHCHas ANUJIEICUS HY>KHO PacCMOTPETh, eclid y pedenka >10 net

peakue (Hanpumep, OJIMH pa3 B IEHb) aOCAHCHBIE TPUCTYTIBI.

Onuierncuss ¢ MHUOKJIOHHSIMH BeEK mpaBad HYXHO pacCMOTPCTb, CCIIN CCTb
IMOBTOPAOIIUCCA, PUTMHUYHBIC, 6I>ICTpI>I€ MMOACPIUBAHNA BCK, OTKIIOHCHUC I'JIa3HBIX
SI0JI0K BBCPX M JICTKOC BBITATMBAHWC T'OJIOBBI;, IMPUCTYIIBI YdCTBIC W BbI3ZBAHbI

3aKPBITUEM TJ1a3 U (POTOCTUMYIISIIUEH.

Onuiencus ¢ MHOKIOHMYECKMMHU a0caHCaMU HYXHO pPacCMOTPETh, €CIH €CTh
MHOKJIIOHMYECKHE TOJECPTrUBAHUSA BEPXHUX KOHEUHOcTed wyactoton 3 I c¢

[MomIaroBbIM OTBCACHHUCM PYK.

SMUJENCUSI C MHOKJIOHWYECKMMH ATOHHMYECKHUMU
MPUCTYIAMM (EMATS)

JI®OEPEHIIMAJILHBIN JUATHO3

e Cunapowm JlenHokca-I'acTo — TOHMYECKHUE MPUNIAIKKU BhIpaKeHBI, a Ha D01
HaOmonaercst meuieHHas (<2,5 ') cnalik-BOJIHOBasi U T€HEpAIM30BaHHAS

napokcusMaipHas Obictpast (>10 I'1) akTUBHOCTB BO CHE



e MuoKkJIOHHNYECKas SIMUAJICIICUA B MJIACHYCCTBEC — MHOKJIIOHHKO-

aTOHMYECKHE MPUTIAJIKU HE HaOII0Jal0TCs
e Cunnpom [pase

e DOmumedamonaTuss pa3BUTHS W/WIK SIWIENITAYECKAs SHIeaNonaTus ¢

aKTHUBaIlMEN CIIalik-BOJIH BO CHE

L HpOFpGCCI’IpYIOHII/IG MHOKJIIOHHUYCCKHC SITNJICIICUHA

CUHAPOM JIEHHOKCA-TACTO (LGS)
JINODEPEHIIMAJIBHBIN JJUATHO3

e Cunapom [Ipase

e Dnwiencusi ¢ MUOKJIOHMYECKUMH aTOHUYECKUMH MPUMTAJIKaMH

e DmunedamonaTuss pa3BUTHSI W/WIK DSIWICNITUYECKAs SHIe(anonaTus ¢

aKTHUBaIlMEN ClIaiK-BOJIH BO CHE
e Cunapom 20 xoJiblia

BHUMAHUE! Eciu pe3ynapTaTel BU3yalu3allud HOPMAJIbHBIE, CJEAYET

HUCKJIFOUYATH META00JIMYECKIE 9THUOJIOTUH, XOTA OHU U PCIAKHU.

SHIOE®AJOINATHS PA3BUTUS WWJIA SHNWIENTHYECKAS
SHIEPAJOINATHSA C AKTUBAIIMEN CIIAMK-BOJIH BO CHE (DEE-
SWAS, EE-SWAS)

TTIM®OEPEHIIMAILHBINA JUATHO3

e Cungpom JleHHOkca-I'acTo —  MeUICHHBIE  CIIAMK-BOJIHBI  4acTO
BCTPEYAIOTCA KaK B COCTOSSHUM OOJIPCTBOBaHUS, Tak U BO cHe, DOl cHa
MOKAa3bIBAET T'€HEPAIN30BAHHYIO MAPOKCU3MaIbHYIO ObIcTpyro (=10 I'm)
aKTUBHOCTb M MOTYT OBbITh 3a()UKCHUpPOBaHbl TOHHUYECKUE TPUIAIKH,

CI)OKaJ'IBHBIC ABUTATCIIBHBIC ITPUITAJIKM BCTPCHAKOTCS PCIAKO.



o CTpyKTypHas aHOMaJvs MO3ra — AaKTUBalMs CHAHK-BOJH BO CHE MOMKET
IPOUCXOAUTh 0€3 COIMyTCTBYIOLIErO0 KOIHUTHBHOI'O WJIM IOBEIEHYECKOTO

perpecca.

e CuHAOpOMBI caMOKynupymoomiecsadokanpHOl snuiencud y Jerted —
aKTHUBAIIMS CIIAlK-BOJH BO CHE MOXKET MPOUCXOIUTH 0€3 COMyTCTBYIOIIETO

KOTHUTUBHOI'O HJIX ITOBCACHYCCKOI'O pErpecca.

e DOTHOJOTMM C pPErpeccoM (Hampumep, pacCTPOMCTBO AyTUCTHYECKOIO
CTIIEKTpa) — AaKTUBAIUsl CIAWK-BOJIH BO CHE MOXET IPOUCXOIUTH, HO
perpecc He CBs3aH MO BPEMEHU C BO3ZHUKHOBEHUEM aKTHUBAIMH CITANK-BOJH

BO CHC.

BHUMAHMUE! OToT cuHIpoM BCTpedaeTcs: peako, cocrasisiss Bcero ~0,5% Bcex
NPOSIBIICHUI SMUJIETICUU, €TO HE CIEAyeT MepEeoleHNBaTh, OJDKHA HAOMI0AaThCs
YyeTKas U CTOWKasi perpeccusi, CBsA3aHHas M0 BPEMEHU C BO3HUKHOBEHHEM CIaWK-

BOJIHOBOH AKTHBallMU B (1)8,36 MCIAJICHHOI'O CHA.

CHHAPOM DSHOWIENICUHU, CBSI3AHHOW C @®EBPWIBHOHN
UHOEKIINUEH (FIRES)

TN OPEPEHLIMAJILHBIN JIUATHO3
e Octpsiii HHGEKIMOHHBIN YHIIEPATUT

L OCTpaSI 3Hue¢>anonaTHﬂ C I[IpUuIIaaKaMu, BbI3BaAHHBIMU APYrumunu
OTHOJIOTUAMH, HAIIPHUMCP, THIIOKCHYCCKH-UIICMUYCCKUM  IIOPAKCHUCM

MO3ra, MUTOXOHAPHUAJIIbHBIMU HAPYIICHUAMUA

CUHAPOM I'EMHUKOHBYJbCUHN-TEMUIVIEI' UU-2ITAJIEIICUA
(HHE)

JIU®OEPEHITMAILHEIN JUATHO3

e Cungpom J[lpaBe — QeOpUNBHBIN TEeMUKIOHUYECKUN SIUIECNTUYCCKUN

CTaTyC MOXCT BO3HHKHYTbH H MOXKCT COIIPOBOXIAATHECA TPAaH3UTOPHBIM



remunape3om (mape3 Tonana), HO BHU3yalIM3alMOHHBIE MPU3HAKU 3TOTO

CHUHAPOMAa HC BUIHBI.

e Cunmpom Crepmxka-Bebepa — ¢okanbHBIA MOTOPHBIN SMHJICTITUYECKHNA
CTaTyC MOKET BO3HUKHYTh y MJAJECHIIA U COMPOBOXKIATHCS T'E€MUIMAPE3OM,
OJIHAKO TUNHYHbIC KOKHbIe 1 MPT-npusnaku cunapoma Crepka-Bedepa

PUCYTCTBYIOT.

e Cunapom PacmycceHa — H3TOT CHHAPOM MpOsABIAETCS (POKATBHBIMU
OpUIMaJKaMHd, KOTOPbIE TIIOCTENEHHO YBEIUYMBAIOTCS [0 4YacToTe, 3a
KOTOPBIMH CJIelyeT MEIJICHHO IMporpeccupyromas arpodus noiaymapuil u

reMuIiapes, OOBIYHO B TCUECHUE MCECALICB-JICT.

e QOKaIbHBIM SMWICNTUYECKUM CTAaTyC U CONYTCTBYIOIIAS TE€MUILIErUS U3-3a
JAPYTUX OTUOJIOTHMH, HAIPUMEpP, IEMOPPArvYecKOro Wi HIIEMHUYECKOTO

WHCYJIbTA, MUH(PEKIMU, MUTOXOHAPUATILHBIX HAPYIICHUN.
IOBEHUJIBHAS MUOKJJIOHUYECKAS SIIUJIEIICUSA (JME)

JIUDDEPEHITUAJILHBIN JUATHO3

o [OBenunbHass aOcaHCHas SMOUJENCHS — OTJIMYAETCS OTCYTCTBHEM
MHUOKJIOHUYECKMX  MPUMAAKOB  (3TOT THUN  TNPUNAAKOB  SIBISETCA

VCKITFOUUTETLHBIM JIJIS1 FOBEHUJIHHOM a0CAaHCHOM SMHJICTICUHN )

e DOnuiencuss ¢ MHOKIOHUSMHU BEK TMpaBasl CTpeJKa pPacCMOTPETh, €CIIU
MOBTOPAIONINECS, PUTMHUYHbIE, ObicTpble (4-6 I'1) momepruBaHusl BeK;

NpUumnaaKu O4YC€Hb 4aCThIC

e Dnuierncusi ¢ MUOKJIOHUYECKUMHU a0CaHCaMU MpaBasi CTPEJIKa pacCMOTPETh,
€CJIM €CTh MUOKJIOHUYECKUE MTOACPTUBAHNS BEPXHUX KOHEYHOCTEN YaCTOTON

3 I'u ¢ TOHUYECKHUM OTBEIECHUEM

e CTpyKTypHas aHOMaJlus MO3ra InpaBas CTpPEIKa pPAacCMOTPETh, €CIH

MHUOKJIOHUYCCKHC WU I'CHCPAIM30BAHHBIC TOHUKO-KIOHUYCCKHUC ITPHUITAIKU



C OYaroBbIMH IIPHU3HAKAMH, Ha6JIIOI[a€MBIMI/I MMOCJICA0BATCIIbHO OT IIpHIIaKa

K MPUNAIKY

e Ilporpeccupyromniye MHUOKIOHUYECKUE OHHUJIENICUM MpaBas  CTpelKa
paccMOTPETh, €CJIM MUOKJIOHHSI HE TOJJIa€TCs JICYEHUIO, U €CTh CHIXKCHUE

KOTHUTHUBHBIX CIIOCOOHOCTEHN U 3ameieHue onoBor D30I

IOBEHUJIBHASA ABCAHCHAA SITNJIEIICHUS (JAE)

JTI®OEPEHIIMAJILHBIN JUATHO3

e IOBeHMIBbHAS MHMOKJIOHHMYECKAS SIUJICIICHS — HaJWYHe MHUOKJIIOHHYECKHX
[MpUuIIaaKoB OTINYA4CT FOBCHHUIIBHYIO a6caHCHy}0 OIMUJICIICUIO OT 3TOI'0

CHHJIpOMA

L4 J_IGTCKYI-O abcaHC DIMJICIICUIO caeayer pacCcCMOTpCTb, C€CINM YaCThIC

(HECKOJIbKO pa3 B JIcHb) aOCaHCHBIC MIPHUITIAJIKK y peOeHKa miafmie 12 geT

e Dnwiencuss C MHOKJIOHUSIMH BEK, CJIEIyeT pacCMOTPETh, €CIu
MOBTOPAIONINECS, PUTMHUYHBIE, ObIcTppie >4 ['11 momepruBaHus BeK C
OTKJIOHCHHUEM TJIa3HBIX SIOJIOK BBEPX M C pa3rHOaHUEM TOJIOBBI; TPHUIAJKH

O4YCHBb 4aCTbIC

e DONWIENCUIO ¢ MUOKIIOHUYECKMMH a0CaHCAMM CIIENAYET PAaCCMOTPETh, €CIU
ectb 3 ['l MHMOKIIOHMYECKHE MOJAEPTUBAHUS BEPXHUX KOHEYHOCTEN C

TOHUYCCKHUM OTBCACHHUCM

L CTpYKTypHYI-O AHOMAJIMIO MO3ra cCJlICAyCT paCcCMOTPCTh, CCIIH aOCaHCHBIC
WM TCHCPAIM30BAHHBIC TOHHKO-KIIOHHMYCCKUC IIPUITAJAKH C O4YaroBbBIMH

IIpU3HAKaAMH Ha6JIIOI[aIOTC5I IMOCJICAOBATCIIBHO OT IIpHUIIaAKa K ITPHUITAAKY



IIMUJIEIICHUA C I'EHEPAJIN30BAHHBIMUA TOHUKO-
KIOHUYECKUMMU ITPUCTYIIAMU (EGTCA)

JIUODOEPEHITUAJILHBIN JUATHO3

e [‘eHernueckas smuiencus ¢ (eOPWIBbHBIMUA CYyIOpOTaMHu IUTIOC CHEKTP:
OTIIMYAETCA aHAaMHE30M (eOpPUIBHBIX CYAOPOT, MPOJOJDKAIOUINXCA Mocle 6

JET

e [OBeHWbHAS a0CAHCHAA HJIWICIICUA. OTJIHYAETCS HAIWYUEM aOCaAHCHBIX

CyJl0por

e IOBeHuIbHAS MHOKJIIOHHNYECCKAasd SIUJIICIICHUA. OTIINYacCTCA HaJIM4YucM

MHOKJIOHUYECKUX CYJ0POT
e @DoKanpHBIC WIH IBYCTOPOHHUE TOHUKO-KIOHUYECKUE CYIOPOTH
e Hesnunenruyeckue cyaoporu

e OOMOpPOKHU C aHOKCUYECKUMHU Cy0pOTaMu

I'MITIEPMOTOPHASA (TUITEPKUHETHUYECKAA) IIUJIEIICHS],
CBsA3AHHAS CO CHOM (SHE)

JINOOEPEHIIMAJILHEINA JUATHO3

o (Cewmeiinas QoxanbHas smuiiericus ¢ nepemeHHsiMu oyaramu (FFEVF): B To
BpeMsl KaK MpUCTYIibl, coBMecTuMble ¢ SHE, MOryT BO3HUKATh y YelOBEKa B
cembe ¢ FFEVF, cemeiinas SHE otnmuaercst ot FFEVF TeMm, uto y Bcex

3aTPOHYTHIX JIUI] B CEMbE HAOII0Nat0TCs MPUCTYIBI, coBMecTuMbie ¢ SHE.

o [lapacomuuu: npuctynsl npu SHE o0brdHO KOpOTKHE (<2 MUH), C PE3KUM
HAYaJI0M/KOHIIOM, UMEIOT CTEPEOTUITHBIC IBUTATEIHHBIC YEPTHI OT MPHUCTYIIA
K MPUCTYITY ¥ MOTYT BO3HHMKATh KaXIyI0 HOUYB C KJIACTepU3aIleii B TeUCHUE
HOYHM (OT Hayaya CHa JI0 PAaHHETO yTpa), M YaCTO COXPaHAETCS CO3ZHAHHUE BO
BpeMs npuctymna. [lapacoMmuun 6omee npoaomKuTenbubl (>10 MUH), UMEIOT

IMCPCMCHHBIC YCPTHI OT COOBITHSI K COOBITHUIO H BCTPCUAIOTCA PCIKEC, 4aCTO



CAWHWYHBI 34 HOYb W 3aMCTHBI 4YCPE3 1-2 yaca nocie 3acChIllaHuA, ITAOUCHT

CIIYTaH BO BpEM: COOBITHS U HE TIOMHHUT O HEM BIIOCJICACTBUU.

Hesnunentuueckue npunaaku: y mauueHtoB ¢ SHE mMoryT ObITh 0lIm604HO
JVWAarHOCTUPOBAHbl HEJNWICNITUYECKAE NPUIAAKUA, IOCKOJIBKY OHU MOTJIHN
COXpaHATh CO3HAHME IIPU HAJIUYHUK JBYCTOPOHHHUX [BHKEHHUH BO BPEMS
IPUNAAKOB, a HKTalbHas OOl MOXKET He IOKa3blBaTh OIPEIEICHHBIX
UKTAIBHBIX narrepHoB. SHE MOXHO OTIMYUTE OT HEIMMJICNTHYECKHX
IPUNAAKOB IO  CTEPEOTUIHBIM  TMIEPKUHETUYECKHM  IIpU3HAKaM,
KPAaTKOBPEMEHHOCTH M KJIACTEPU3aLMU IIPUCTYIIOB B TEUYECHHE HOYHU IIOCIE
CHAa, TOTJa Kak COOBITHS TMpPH HESMWICNTUYECKUX MPHUNaJKaX MeHee

CTCPCOTUITIHEI U IMTPOUCXOJAT BO BpEMA 60,21pCTBOBaHI/I$[.

PaccrpoiictBo moBeaenus REM: sto mapacomuust REM, xoTtopast oO6b14HO
HaynMHaeTcs B Oosiee mo3mHeM Bo3pacte (>50 ner). ['mmepkuHeTHdeckue

ABUIKCHUA HC CTCPCOTUIIHBI 1 COOTBCTCTBYIOT APKHM CHOBHIACHUSM.

Hpyrue QoxaabHble TPUNAIKH, MPOUCXOASAININE TPEUMYIIIECTBEHHO BO
BpEMsI CHAa: OHM HE MMEIOT XapaKTEPHbIX THUNEPKUHETUUECKUX WIIH
ACUMMETPHUYHBIX TOHUYECKHUX/TUCTOHUYECKUX TPU3HAKOB, HAOIIIOTaeMbIX

npu SHE.

CEMEMHAS ME3UAJBHASI BUCOUYHASA SIUJIEINICUA (FMTLE)

JINOPEPEHIIUAJIBHBIN JTUATHO3

Cemeitnas QoxanpHas smwenicus ¢ nepemeHHbiMu odaramu (FFEVF):
FMTLE otTnauyaeTcs TeM, 4YTO y BCEX UJEHOB CEMbH HAOIIOAIOTCS

IIPUCTYIIBI C IPU3HAKAMH IIOPAXKEHUSI ME3UAIBHOW BUCOYHOU JI0JIH.

Onunerncusi, BbI3BaHHAs  CHOPAAUYECKOM  BHUCOYHOM  CTPYKTYpPHOU

aHOMaJMel MO3ra — CEMEHUHBIA aHAMHE3 OTCYTCTBYET.

DU3UOIOrHIECKOE JCXKaBIO: OTIMYACTCA TUIIMYHO JIETKOM M MMMOJIETHOM

IPUPOAON M HEYACTHIM CIIyYallHBIM BOBHMKHOBEHUEM (HAIpUMEp, pa3 B IoJl



unu  pexe). Knacrepuzamus nexaBo He HaOmomaetcs. Yacto oHa
MIPOBOIUPYETCS OTIPe/ICIICHHBIMU 00CTOATEILCTBAMA (Hampumep,

MOCEIIEHHEM HOBOI'O MECTA, BBIIIOJIHEHUEM OIPENEIICHHBIX JEHCTBUN).
IIMUJIEIICHUSA CO COYXOBBIMHU OCOBEHHOCTAMM (EAF)

TIM®OEPEHIIMAILHEIN JUATHO3

o CewmeitHas QoxanbHas smuiencust ¢ nepemenubiMu poxycamu (FFEVF): B
TO BpeMsl Kak MpPHUCTYIbI, coBMecTHMble ¢ EAF, MOryr BO3HHMKaTh Yy
yenoBeka B cembe ¢ FFEVF, nna mmarnoctuxm cemeiinoii EAF Bce

3aTPOHYTHIE JINIA B CEMbE JOJKHBI HMETh IPUCTYIIBI, COBMECTUMBIE ¢ EAF.

e [lcuxuarpuyeckue paccTpOMCTBA: CIYyXOBblE€ TaJUTIOIMHAIMU  JIETKO
ornuuuTh oT EAF mo Oosiee XpoHMUYECKOMY XapakTepy M CJIOKHOCTH

MNCUXUATPUUICCKUX CIIYXOBBIX FaHHmHHHaHHﬁ.

e TuHHHUTYC: 3TO PacCTPOMCTBO PACHPOCTPAHEHO U, TAKUM OOpPa3OM, MOKET
Cly4yailHO TpPHUCYTCTBOBATb B ceMbe manueHta. OHO OTIMYaeTcs OT
(G OKaTbHBIX CEHCOPHBIX CIYXOBBIX MPHUCTYIOB OOBIYHO Oojiee JUIMTENIbHON
IPOAOHKUTEIHHOCTHIO IIIyMa B yIIaX MPH PacCTPOUCTBAX MepU(epruyecKoit
CIIyXOBOM CHCTEMBl M HaJM4YMEM JPYIrMX NPHU3HAKOB MPHUCTYIIOB,

COMMPOBOKIAOINX UKTAJIIBHBIC CIIYXOBBIC OITYIICHU .

CEMEWHASI ®OKAJIbHASI DIWJIEINCHUA C BAPHUABEJbLHBIMU
OYAT'AMU (FFEVF)

JINOOEPEHIIMAJILHBINA JUATHO3

o (Cemeiinas THIICpMOTOpHAA (FHH@pKHHeTquCKaﬂ) OIMUJIICIICUsA, CBA3aHHAaA CO
CHOM: Y BCCX 3aTPOHYTHIX JIMI B CCMBLC 6y,ZI€T OIMUJICIICUAA, COBMCCTHUMaAs C

9THUM CHUHIPOMOM

e (CeMeiiHas 3MWIETICHS CO CIIyXOBBIMU OCOOCHHOCTSMH: y BCEX 3aTPOHYTBIX

JIUIL B CCMBEC 6YI[CT SIMUJICTICHA, COBMECTHUMAA C 9TUM CHUHAPOMOM



e (CeMeliHas Me3uanbHas BUCOYHAs SNWIENCHUS: Yy BCEX 3aTPOHYTHIX JIMI[ B

CEMBC 6yI[CT OIUIICIICHA, COBMECTHMAA C 9TUM CHHAPOMOM

SMWIENCHS C TIPUCTYIIAMH, BBI3BBAHHBIMH UTEHUEM
(EWRIS)

JIN®OEPEHIIMAILHEIN JUATHO3

e Hesnunentuyeckoe 3aUKaHHC: Hesnunnentuueckoe 3aUKaHUC
XapaKTCPHU3YyCTCA HCIIPOU3BOJIbHBIMHA ITOBTOPCHUSMMU, YIMHCHUAMNA
3BYKOB, CJIOI'OB, CJIOB HIIH (1)]:’)33, da TaKXC HCIPOU3BOJIbHBIMU THUXHMHU
naysamMm, BO BpEMA KOTOPBIX BaHKaIOHIHfICH YCJIOBCK HE MOKECT

IIPONU3HOCUTH 3BYKH.
e OBeHMJIbHAS MHUOKJIOHMYECKAs SMUIICIICUS OTJINYACTCS:

® XOTS KOTHUTUBHAsI HWHIYKIMS TMPUCTYNOB mOpakcucom (T. €.
MBIIJIEHUEM WJIM TPUHSATHEM PEIIeHH) ObUla MpU3HaHa NPU FOBEHWIBHON
MUOKJIOHMYECKON AMUJIENCUU, TPUCTYIbI, BBI3BAHHBICE UTEHUEM WU

SA3BIKOM, HC BO3HHKAIOT

L4 MHOKJIOHHNYCCKHNEC ITOJACPTUBAHUS TIPH FOBEHWJILHOM MHOKJIOHMYECKOM
OIIMJICIICUH JIOKAJIM3YIOTCA B BCPXHHUX KOHCUHOCTAX, TOI'Ja KaK IIpH
SIAJICTICMU C IIPUCTyIIaMH, BbI3BAHHBIMH YTCHUCM, OHHW HAXOIATCA B

opodalliaabHbIX MBIIIIAX (HAIpUMEp, YEITIOCTH )

¢  MHUOKIOHYC NPEUMYIIECTBEHHO BO3HHUKAET YTPOM IPU IOBEHUJIBHOU

MHOKJIOHUYECKOU DITUJIETICUNA

®  BO3HMKACT CIIOHTAHHBI MHOKJIOHYC, YTO PENKO BCTPEYAETCA MpHU

SIIHJICTICUU C IIPUCTYyIIaMH, BBI3BAHHBIMHY YTCHUCM



e  (JorouyBcTBUTENBHAS peakmus Ha DOl gacTo BCTpedaercs mpH

FOBCHUJIbHOM MMOKJIOHUYECKOHN AMUJICIICUU

L (bOKaJ'IBHBIe MMPUCTYIIbI B 3aTbIJIOYHO-BUCOYHBIX CETAX PEAKO MOTYT OBITH

BbI3BAaHBI YTCHHUCM, HO OpO(i)aHHaHBHBIfI MHOKIIOHYC OTCYTCTBYCT.

ITPOI'PECCUPYIOIIIAA  MHOKJIOHHUYECKASA IIMUJIEIICUA
(PME)

JIMOOEPEHIIUAJIBHBIN JUATHO3
e Cunnpowm [[paBe — okH1aeTcs, YTO OH NPOSBUTCS HA IIEPBOM 'Oy KU3HU

e IOBeHUJIBbHAS MHOKJIOHHUYCCKAasA SIMUIICIICUSA MOJKCT HUMUTHPOBATDH
IMpOorpeCCUpyroume MHOKJIIOHHUYCCKHC SIMUJIICIICUH C YXYIUICHUCM
SIUJICTICUH, CCIIN €€ HCIIPABUIIBHO JICUUTDL C IIOMOINBIO JICKAPCTB, KOTOPLIC

yCYTyOJISIOT TeHepaTM30BaHHBIC PUTIATKH.
CUHIAPOM PACMYCCEHA

JIN®OEPEHIIMAILHEIN JUATHO3

Cungpom PacmycceHa MoOxeT OBITH TPYAHO IWArHOCTUPOBATH HAa HAYaIbHBIX
CTausAX, KOrZa OH MOXET HE€ HMMETh OTIMYMUTEIBHBIX IPU3HAKOB OT IPYTHUX
npuduH (HOKaTHHBIX MOTOPHBIX MPUIMATKOB. JlpyTrue cOCTOSHUS, KOTOPBIE CIETyeT

YUHUTHIBATH NPpHU AU epeHInaabHON TMarHOCTHKE, BKIIIOYAIOT:

e CTpyKTypHas aHOMaJIMs MO3ra — OCOOEHHO €ClIM OHa MOJyIIapHas U €1Ba

3aMeTHas Ha CHUMKax (Hampumep, ¢hokaabHas KOpKOBas qucIia3us tumna 1)

e MuUTOXOHApUAIIbHBIC HapyIIeHus, Harnpumep, MUTOXOHApHUATbHAS
sHIIeanonaTus, JaKkTaTaluao3 U UHCYJIbTOnoAoOHbIe 3046 (MELAS)

WJIU paccTpoiicTBa, cBsi3anHble ¢ POLG.

e OmnocpenoBaHHAash AHTUTEIAMH/AyTOMMMYHHAsi 3THOJIOTHSI — OOBIYHO HE

OI'paHUYINBACTCA OJHUM IIOJYyIIapuCM



e CuHApOM reMUKOHBYJIbCcUU-TeMuruierun-snmiencuu (HHE)

e Octpslil 2HIIEDATAT PA3TIUUYHON ATUOJIOTHH, TTPOSBIISIONIMNCS TeMUILICTHEN

" IIpUuIIagKaMunu

1.6.7. Ilcuxuatpuueckas KOMOPOUIHAS TATOJIOTHS TIPH MUIICTICUU
1.6.7.1. Jlenpeccuu y maliueHTOB C SIHJICTICUEH

PacnpoctpanenHocts aktuBHOM Aernpeccun y IID cocrasmser 23,1%, npu stom
puck ee passutus y 119 B 2,7 pasa Beie, uem B o01ieit momyssinuu [120]. bpewst,
cBs3aHHOE c nenpeccuer y I[19, ckiaapiBaeTcss U3 €€ HETaTUBHOIO BIIMSIHUS Ha
KaueCTBO XU3HU U BEPOSITHOCTh JOCTHUKEHUS PEMUCCUU, a TAKKE YXYAIICHUSA
nepeHocuMoct [IDI] u BBICOKMX MPSAMBIX U HEOPSIMBIX 3aTpaT, CBSI3aHHBIX C
3aboneBanueM [121, 122]. Jlempeccuss yBeIWYMBAET PHUCK IPEKICBPEMEHHOM
cMepTd 3a Ccu€T OoJyblIel pacHpoCTpPaHEHHOCTH Cpeau TaKUX MalMeHTOB
aAAUKTUBHOTO TOBEJACHUS, MX MEHBbUIEH MPUBEPKEHHOCTHIO MNPEANUCAHHOMY
peXUMy Tepanmuu, a TaKXKE B CBSI3M C BBICOKUM PHUCKOM COBEPILCHHUS

camoyowmiictpa [50, 123 - 125].

I[I/IaFHOS ACIPCCCUN YCTAHABIMBACTCA HAa OCHOBAHHMH COOTBCTCTBUS KPUTCPUSAM

MKB-10, onncannpim B [Ipunoxxenun Nel.

PEKOMEHI{yeTCH BCEM ITallUCHTaAM C snmierncued 18 et u CTapuic
IMPOBOJUTH CKPUHHUHI' ACIIPCCCUUN C IIOMOIIIBIO pYCCKOHBBIqHOﬁ BCpCHUH
((HGBpOJIOFI/I‘ICCKOI‘O OIIPOCHHKA ACIIPCCCUBHOI'O paCCTpOﬁCTBa IIpu SMHUICIICUN)
(Neurological Disorders Depression Inventory for Epilepsy — NDDI-E) [128]
(ITpunoxxenue 1'2).

YpoBeHb yOeauTeJbHOCTH pexkoMeHaanuii B (ypoBenb g0cTOBEpHOCTH

A0KA3aTeJIbCTB — 2).



KomMmenTapmii: B cea3u ¢ mem, umo KiuHuweckoe uHmepevio 0Jisi Onpeoeenus
COOmMBemMcmeuUs. Kpumepusam Oenpeccutt Modcem 3aHUMAms MHO20 6peMeHlU,
803MOMNCHO NPOBEOEHUE CKPUHUH2OBLIX ONPOCHUKO8, NPU UCNONIb30BAHUU KOMOPHIX
demainvHoe 00ciedo8anue Ha npeomMem Oenpeccuu NpPoBOOUMCs HMOAbKO
ROJIOHCUMENbHO  CKpuHUuposauuvimM nayuenmam. NDDI-E - eouncmeennsiii
OYEHUBAIOWUTLL BbIPAICEHHOCb 0Enpeccull ONPOCHUK, CO30AHHbIN CREeYUATbHO OJs
113. Onpochuk npowen TUHSBO-KYIbMYPANbHYIO 8aiuouzayuro 6 bonee yem 15
cmpanax mupa, 6 mom yucie u 8 Poccuu, u nokasan ceoro cnocobnocms 8via613mo
mexyujuti OobLULOT oenpeccusHblii onu300[126]. Ooun us
memaananuzos [127] nokazan xopowyro sppexmusnocms 3mo2o ONPoCHUKA 6
8bIAGNIEHUU MEKYWe20 O0enpeccusHo2o snu3oda. OnmumanvHas mouka Ons
BbIABNCHUSL MEKYUe20 0enpecCcUusHo2o 3nu300a — boavue 12 6annos (Se — 88,16%,
Sp — 81,82%). Yemesepmuiti nynkm («Mue nyuuie w10 661 ymepemn») onpocHUKa

Modxcem Oblmb noaeszer OJisl 8bIS8NeHUS CYUYUOaIbHo2o pucka [128].
1.6.7.2. TpeBokHBIE PaCCTPONCTBA y MAILIMEHTOB C AIUJIETICUEH

TpeBokHbIE paccTpoicTBa MPEACTABISAIOT CcO00M OAHM U3 Hauboyiee dYacTo
BCTPEUAIOIINXCS COMYTCTBYIOIIUX TICUXUATPUUECKUX PACCTPOICTB y MAIMEHTOB C
AMUJICTICUEH, 3HAYMMO YBEIWYMBAIOMUX (UHAHCOBOE Opems 3a0oJjieBaHUs, a
TaKK€ HETaTHMBHO BIIMSIONIMX HA MPOJOJDKUTEIBHOCTh M KA4ECTBO >KU3HU. BbLIo
YCTAHOBJIEHO, 4YTO TPEBOXHBIE PACCTPOICTBA ACCOIMUPOBAHBI C XYAIIEH
cyOobeKkTUBHOM nepeHocumMocThio 1311 u HegocTaTOUHBIM OTBETOM Ha TEpamuio,
YacThIMH KaJlo0AaMU Ha HApYIICHUS B KOTHUTHUBHOW cdepe, OOJbIICH 4acTOTOM
oOpaIeHnii 3a AKCTPEHHOM MEIUIIMHCKOW IOMOINBIO, a TakK)Ke C IOBBIIICHHBIM

CynnaaJIbHbIM PUCKOM.

TpeBokHBIE PpPACCTPOMCTBA TMPOSBISIOTCA TMPEXKAE BCETO BBIPAKEHHOW W
HEKOHTPOJUPYEMOW OCSCIIPUYMHHON WJIM CBSI3AHHOW C HECYIIECTBEHHON MPUYHHON
TpPEeBOroi MM cTpaxoM. Yamie Bcero 3To OECIOKOHCTBO O OyIyIlieM, OXUAaHHE
OTPULIATENIBHBIX COOBITHI u TPYAHOOTIPEAECTUMBIC MpEI4yBCTBUS.

MexayHnapoanas kinaccudukanus Oosesner gecsroro mepecmorpa (MKB-10),



BBIJCSAET LENbIA PAJ TPEBOXKHBIX pPAaCCTPOMCTB, OCHOBHBIMH W3 KOTOPBIX
SBJISIIOTCSL TE€HEpaju30BaHHOE TpeBokHOe paccTtpoiictBo (I'TP), manuueckoe
pacctpoiictBo (IIP) ¢ aropadobueii m 06e3 Hee, coIUaIbHOE TPEBOKHOE
paccTpoiicTBO, TMoOcTTpaBMaTudeckoe crpeccoBoe paccrpoiictBo (IITCP) w

00cecCUBHO-KOMITYJIbCHBHOE paccTporicTBo (OKP).

Psim dakTopoB, CBS3aHHBIX C CaMOU JMUJICTICHUEH, HANpUMeEpP, HaKIaIbIBacMbIC
0OJIe3HBI0 OTpaHUYEHUS B MpOoQecCHOHANbHON cdepe, HEYBEPEeHHOCTh B
OTHOUIIEHUH BO3MOXHOCTH TOCTPOUTH CEMBIO, OMTACEHHUSI TOBTOPEHUS MPUCTYTIOB U
CTUTMATH3aIUs SIBISIIOTCS (PAaKTOpaMH PHUCKA Pa3BUTHS TPEBOXKHBIX PACCTPOICTB.
B Toe Bpemsi TpeBOXXHBIE PACCTPOMCTBA Y MAIMEHTOB C AMWJICTICUEH SBJISIOTCS HE
TOJIBKO TICHXOJIOTUYECKOW peakiueil Ha 3a0ojeBaHHWE, HO MMEIOT ¢ Hell obmue
HEUPOOMOJIOTUYECKHE MEXAHU3Mbl PAa3BUTHS. YUUTHIBAS BBIIICU3I0KEHHOE,
PEKOMEHAYETCS MAKCUMAJbHO PaHHSS JIHAarHOCTHUKA TPEBOXHBIX PACCTPOMCTB Yy

HAIMEHTOB C DITWJIEIICUEN.

PexomenayeTcsl y NallMEHTOB € 3MUJIENCUen cTtapuie 18 mer B kauecTse
WHCTPYMEHTA JUIsl CKPUHUHIAa TPEBOXXKHBIX PACCTPONCTB  HCIIOJIB30BAHUE
orieHouHo mkaybl I'TP-7 (ITpunoxxenue 1'3) [130, 486] unu Momysis Jyisl OLIEHKU

tpeBoru ['ocnutansHol Llkaner Tpesoru u denpeccun (HADS-A, Ilpunoxenue

T4) [461].

YpoBeHb y0eauTeIbHOCTH PpexkoMeHaanuid B (ypoBeHb [10CTOBEPHOCTH

A0KA3aTeJabCTB — 2).

Kommenrtapuu: Oyenounass  wxana  I'TP-7, noseonsiem ¢ GblCOKOU
YY6CMBEUMENbHOCMbIO u cneyuguuHoCcmuio onpeoensims Hanuuue
2eHePANU308AHHO20  MPEBONCHO20  PACCMPOUCMBA U  OPYeUX — MPEBOICHBIX
paccmpoiicms. B cayuae nonodcumenvHo2o cKpuHuHea (UHmepnpemayus wkai 6
Ipunoocenusax I'3 u I'4) nayuenm oondicen 6vimv HanpasieH K 6pady-ncuxuampy

0J151 npoBedenUst boiee 0emaibHo20 00CIe008AHUS.



2. JluarHocTtuka 3a00J1€eBaHMsl WJIH COCTOSIHMSI (TPynmbl 3a00/1eBaHM WA
COCTOSIHMI) MeIUIIMHCKHE MOKA3aHUSA U NMPOTUBONMOKA3AHUA K NMPUMEHEHUI0

ME€TOA0B JTUMATHOCTHKH

PekomeHayeTcs ycTaHOBIIEHHME JUarHo3a «OMUJIEICHUS) COTJIACHO
CIENYIOIIMM  KPUTEpPHUSIM:  Halu4yhe JIByX  HECHpPOBOLUMPOBAHHBIX  (WJIU
peIEKTOPHBIX) SMUWICNTUYECKUX MPHUCTYIA, C WHTEPBAIOM > 24 4 WM OAMH
HECIPOBOLIMPOBAaHHBIA (WM pedJIeKTOPHBIA) MNPUCTYD U BEPOSTHOCTH
MOBTOPEHUS MPUCTYIIOB, OJIM3Kas K 001eMy pUCKy peuuauba (> 60%) mocie aByx
CIIOHTAHHBIX NPHUCTYNOB B mociexayioume 10 5er, win ONpeaenuTh IUarHo3
ANUJIENTHYECKOro cuHapoMa (= 60% - creayer TpakTOBaThb KaK BBICOKYIO

BEPOSATHOCTH peruanBa) [3, 5, 133, 134].

Yposenb yoOenurTeabHocTH pexkoMeHaanuii C (YpoBeHb [JA0CTOBEPHOCTH

A0Ka3aTeJIbCTB — 5).
2.1 ’Ka100b1 1 aHaAMHe3

PexomMenayeTcsi BceM TMalyMeHTaM C TMOJO3PEHHEM Ha DJIHJICTICHIO
noApoOHbIN cOop kajno0d W aHamMHEe3a C ONHCAHWUEM MPHUCTYMOB MAIMEHTOM U

OouCBHAAMH, aHAJINW3 BHUACO3AIIMCH IIPUCTYIIOB JIA OIPCACICHHA CCMHOJIOTMU

npuctynos [1, 2, 3, 133, 134].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

0KAa3aTeJbCTB - D).

KomMmeHTapmii: kiunuueckas unmepnpemayusi nNapoKCUIMaibHO20 COObIMuUs 8
NOAb3Y  SNUNENMUYLECKO20 NPUCMYNA OOJICHA OCHOBbIBAMbCS HA COBOKYNHOCMU
ONUCAHUSL NPUCMYNA, CBA3AHHBIX C HUM CUMIMOMO8 U OONOJHUMENbHOU
ungpopmayuu [135, 136]. barrvuas oyenka, OCHOBAHHASL MOJLKO HA CUMNMOMAX,
N03601UNA  NPABUTLHO KlacCu@uyuposams xapaxkmep napoxcusmos y 94%
nayuenmos, OUACHOCMUKY INUNENMUYECKUX NpUCMynos c 94%

yyecmeumenvHocmoio u 94% cneyuguunocmoio[137].



PexomenayeTcsi BCeM TMalMeHTaM C TOJO3PEHHEM Ha DJITHJICTICHIO
npoBefeHNe AU GEepeHIINaTFHOTO AWAarHo3a ¢ JAPYTUMH HEBPOJOTHYECKUMHU H
COMATHYECKUMU 3a00JICBAaHUSIMH C IICJII0 YMEHBIIIEHUSI pUCKAa JTUATHOCTUYECKON
OMMOKM ¥ HAHECEHUs Bpela MaIMeHTy 10 TMPUYUHE OTIOKEHHOTO WU
HenpaBwibHOTO  Jiewenus  [138, 139, 460]. (Ilnam  auddepeHnnanbHON

JMArHOCTUKH u3i0keH B [Ipunoxenuu b).

YpoBeHb yOeauTeJbHOCTH pexkoMeHaanuii B (ypoBeHb g0cTOBEpHOCTH

A0KA3aTeJabCTB — 3).

KommenTapmii: Yacmoma — 10%#CHONONONCUMENbHBIX — OUACHO308  INULENCUU
sapvupyem om 2% 0o 71%. Owuboynwvilti OuacHo3 npueooum K HenpasuibHOMY
ucnonvzosanuio I12I1 u énusem Ha 803MONCHOCHb BOIHCOEHUSL ABMOMPAHCNOPMA U

oepanuuusaem mpyoocnocoornocme nayuenmos|[138 - 144].

PexomeHnayeTcsl KOHCYJIbTAllMS Bpadya-Kapauoyiora U KOMILIEKCHOE
KapJUOJIOTHUECKOE 00CIIeIOBAaHNE TIPH MOJ03PCHUN HAa KAPAHOTCHHYIO TPHUPOIY

MapOKCU3MAJIBHBIX pacCTpOUCTB [6, 460].

YpoBenb yoOeaureqabHOCTH pekomeHganuii C (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJabCTB — 5).

PexkoMeHnayercst BCeM MalMeHTaM C MOJO3PEHUEM Ha SHWIEHCHIO
1o poOHBIi cOOp kanod ¥ aHaMHEe3a Ha MpeAMET HaJIUYUs HECIPOBOLUPOBAHHBIX
(umu  peIeKTOPHBIX) HMIJICNTUYECKUX MPHUCTYNOB M IuddepeHInanbHOro

JIMarHo3a ¢ MCUXOT€HHBIMUA HEAMUJICNITUYECKUMU Tipuctynamu [3, 145, 139, 460].

YpoBenb yoOeauteabHOCTH pexkoMeHaauuid C (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJIbCTB — 5).

KommenTapmii: Anammues 0ondicen nposacHums, 4mo npou3oullio ¢ NayueHmom 0o,
80 8pems U nocie npucmyna. Basxcno onucanue napoxcuzmanbHo2o coovimus He
MOJILKO CAMUM NAYUEHMOM, HO U c8UOemeneM Ciyyugue2ocs. s pazHolx munos
INUNENMUYEeCKUX NPUCMYN08 XAapakmepeH psaod KIUHUYEeCKUX o0cobeHHocmell,

noasmomy OUACHOCIMUKA OO0NHCHA OCHOBbIEAMbCA HA COB0KYnHocmu KIUHUYEeCKUXx



npuznakos. I1o0pobHbIll anamue3 HeoOX00uM OJisl BbIAGNEHUS HAIUYUSL OpPYeUX
MUNO8 INULENMUYECKUX NPUCMYNO8: MUOKIIOHUYECKUX, (DOKAIbHbIX U AOCAHCO8, a
maxkce OJisl UCKTIOYEeHUs NCUXO2EHHbIX Hednuaenmuyeckux npucmynog (IIHIII)
[134, 460, 146, 147]. Hugppepenyuanvro-ouacnocmuueckue xpumepuu IIHIII:
nPOoOOICUMENbHOCb  napokcuzma 6onee 10 munwym [148], cmepeomunuvie
osudicenuss mazom [149, 150], nepemennas amniumyoa pummudHblx OBUNCEHUL
[151, 152], coxpannocmv coswanus u namamu 6 MOMEHm NpUucmyna
(wyecmeumenvrocms  63%, cneyugpuunocmos 96%) [153]. Ilocmnpucmynuas
CNYMAHHOCMb CO3HAHUSL 8blAsleHa y 07% nayueHmos ¢ dNulenmudecKumu
npucmynamu, 8 100% cnyuaes nocane I'TKII u y 13 - 16% nayuenmosg ¢ [IHII1
[149, 154].

PexomMenayeTcsi BceM TMalUeHTaM C TIOJO3PEHHEM Ha JIUJIETICHIO
cobpath TOAPOOHBIM HACIEACTBEHHBIM aHamHe3 s AuddepeHIuaILHOro

JMarHo3a ¢ renetTudeckoi popmoit snmnencuu [139, 146, 460].

Yposenb yoOenurTeabHocTH pexkoMeHaanuii C (YpoBeHb [JA0CTOBEPHOCTH

A0KAa3aTeJbCTB — D).

KomMmenTapuii: Puck 1106020 muna snuienmuieckux npucmynos y pebeHka om
mamepu ¢ 2eHemu4eckoll 2eHepaIu308anHou snuiencueti cocmasisiem 4 — 8%, om
omya - pUcK He3HawumesnbHo evluie, yem 8 oowell nonyrayuu [146]. Eciu 6onen
bonee, uem 00UH pOOCMBEHHUK NepBoll CMeneHu poocmed, mo puck O0Jisi pebeHKa

b6yoem 30% u 6onee. Puck pazsumus snunencuu y cubcos npobanoa c snuiencuei

cocmasnsiem 2,5 — 6,7%, a ons 0oemeti npobanoa - 1,6 — 6,3% [155].

PeKOMeHHyeTCﬂ BCEM IMalUCHTAM C IIOAO3PpCHUCM Ha JSIIHUJICIICUIO
KOHCYJIbTalus ClieuyuaincTa 110 AUarHoCTUKEC M JICYCHUIO SIMHUJICTICUU IJIs TO"IHOfI,
paHHeﬁ AUArHOCTUKU M CBOCBPCMCHHOI'O JICUCHHUA B COOTBCTCTBHMU C THUIIOM
ONWIICIITHYCCKUX IPHUCTYIIOB U q)OpMOﬁ OIMUIICTICKM MW CHHMIKCHHUS PHCKa

npexaeBpeMenHou cmeptu [149, 150, 151, 157, 158].



YpoBenb yoOeaurTeqabHOCTH pexkomeHganuii C (ypoBeHb J0CTOBEPHOCTH

A0KAa3aTeJIbCcTB — 5).

KommenTapmii: Cneyuanucmom no snuiencuu S61semcs Hespoaoe, UMerouwuil
onvlm OUACHOCMUKU, JleYeHUs U 6edeHUs NayueHmos ¢ >Nuiencuell, umo
nOOMeEepPIHCOAemcss COOMBEMCMBYIOWUM — OOKYMEHMOoM  (yOoocmoseperuem) o
MeMamu4eckoM YCO8epULeHCMBOBAHUU 6 001acmu INUNenmoiocuu (Hespoioe-
anunenmonoe) [6]. 3nauumenvras wacmes OUACHO308 dNUNENCUU, YCMAHOBIEHHbIX
HeCneyuanucmamu,  OKA3bl8AIUCL HeBepHbIMU.  Bonvbuuncmeo  owubouHbIX

0UacH0308 0bLIO NOCMABIEHO CReYUAIUCmamu wupokozo npoguis [140, 141].

Pexomenayercst BceM TMalMeHTaM C TMOJO3PEHHEM Ha OJIHJICIICHIO
NpOBEJCHUE JIOMAIlHe BHJCO3alMCH IMAPOKCU3MOB, B TOM 4YHCIE C
WCIIOJIb30BaHUEM CcMapT(doHa, UIsi YTOYHEHHS XapaKTepa PErUCTPHPYEMBIX
MapOKCU3MOB u MPOBECHUS muddepeHnnanTLHOTO JIMarHo3a c

HE3NWIENTUYECKUMU npucTtynamu [1, 159].

YpoBeHnb yOeauTeIbHOCTH pexkoMeHaanuid B (ypoBeHb J10CTOBEPHOCTH

A0KAa3aTeJbCTB — 3).

Kommenrapuii: //pocnekmugnoe MHO2OYEHMPOBOe 3aMacKuposanHoe
KAuHuyeckoe ucciedosanue Tatum u coasm. [160] nokazano ouacHoCmuyeckyio
MOYHOCMb UHMEpHpemayuu 8uodeo Cco CMapm@oHa npu dNUIenmMuUYecKux
npucmynax 89,1% ona sxkcnepmos u 75,1% ons  pezudenmos. Chen u
coasm.[152]cooowunu o uyscmeumenvnocmu 93% u cneyuguunocmu 94%
domawiHe2o 6udeo O Oupgepenyuayuu SNULENMULECKUX NPUCYNO8 OMm
NCUXO2EHHBIX He- dNUIeNMUuYeckKux npucmynos. Beniczky u coasm. [161]cooowunu
00 obweti mounocmu 85% 6 unmepnpemayuy cemuoniocuu NPUCMyno8 Ha 0CHO8e
suoeopezucmpayuu. Budeopecucmpayus napoxkcuzmMaibHulX cooObimuii N036015em
ouggepenyuposamev  NCuxoceHuvie  HeINUNENMuYecKkue - HNPUCMynsl — Om

nuaenmudecKkux u ()pyeux (j)uauaﬂoeuuecmtx cobvimuil ¢ UyecmeumejlbHoCcmbsio

95,4%, cneyugpuunocmoro 97,5% [162].



PexkoMeHnayeTcsl BceM MalUMeHTaM C MOJO3PEHUEM Ha SIHJICHICHIO
ONpeNeNuTh TUM (bI) SMNUJICNTUYECKOTO MPHUCTyNa, THUIA SIWICTICUU W/WIN
AMUJIEITUYECKOTO CUHIPOMA, 3THOJIOTHH SMUJICTICUA U KOMOPOUAHBIX COCTOSIHUN
Ha OCHOBAaHMM KJIACCU(PHUKAIMK SIWICNTHYEeCKUX npuctyno MIIDJI s
muddepeHIMaTbHOr0 AUarHo3a ¢ HESMWICNTUYECKUMHU MPUCTYNIaMu U 1moAdopa

IIPOTHUBOAUJIENTHYECKOM Tepanuu [1, 5, 163].

YpoBenb yoOenurTeabHocTH pexoMeHaanuii C (YpoBeHb [J0CTOBEPHOCTH

A0Ka3aTeJabCTB — 5).

2.2 ®PuzukajJbHOE 00cIeJ0BaAHUE

PexkomeHnayeTcsl MalMeHTy C IMOJO3PEHMEM Ha JNWIENCHUIO INPOBECTH
OOImMii MEAMIMHCKUA OCMOTP C OIIGHKOW COCTOSIHHSI KOXHBIX IOKPOBOB,
CEPIEYHO-COCY IUCTON CUCTEMBI, IICUXUYECKOTO craryca, OLICHKY
IICUXOMOTOPHOIO W pedeBOro pasButus (y JAeTei) Wid  OnpeneseHus
HAJIMYUSA/OTCYTCTBUS KIIMHUYECKOTO (PEHOTUIIA T€HETUYECKON (POPMBI MUIIETICUU
u JaupdepeHIUAIBHOIO  JIWMAarHo3a C  JIpYrMMH  HEBPOJOTMYECKUMHU U

comaTuyeckumu 3aboeBanusami [1, 133,164,165, 462].

YpoBenb yoOeauteqbHOCTH PpexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

0KA3aTeJdbCTB — 5).

PexoMeHnayeTcsi MallUeHTy C BIEPBbIE PA3BUBIIUMCS SMUJICHTUYECKUM
MNPUCTYIIOM TPOBEJAEHUE  HEBPOJOTMYECKOTO OOCIEeNOBaHUS JUIsl  OLICHKU
HEBPOJIOTMYECKOT0 CTaTyca W OIpEAeNIeHUs] PUCKa peluIuBa SMHICITUYECKUX

npuctynos [133, 463].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJIbCTB — 5).

Kommenrapmii: P.R. Camfield u coasm. coobwunu, umo eviaeieHue 04azo8ou

H€6p0ﬂ02u’-l€CK01/7 cumnmomamurku y Oemeil nocie enepevle  pa3eusulecocs



INUNIENMUYECKO20 NPUCMYNA NO360IUNI0 ONpedelums mun dNULenmuiecKko2o
npucmyna u npozuosuposams peyuous 6 30/168 cnyuasax [166]. Puck peyuousa
APUCMYNO8 CKIAObI8AEMCsl U3 COBOKYNHOCMU (PaKmopos pucka: Haaudue
HACNe0CMBeHHOU  OMACOWEHHOCMU,  NEePUHAMAbHble  NOPAdCeHUus  Mo3ed,
nepenecennvle Hetpoungexyuu u YMT, Hanuuue o0uaco80u HeBPOIOSUYECKOU
CUMNMOMAmMuKy, onurenmugopmuas akmugHocms Ha I, cmpykmyphbvie
usmeneHus mosea, gvissnennvle Ha MPT. Puck peyuousa npucmynoe 60% u 6onee
COOMEemcmeayen BblCOKOMY PUCKY €20 NOBMOPEHUs, U NO360JAem Yice Nocie

nepeoco nulienmudeckozo npucmyna aMCZZHOCI’I’lMPOGClWZb QNUIENnCUIO U HaA3Havamaos

Jnevenue [3, 5, 6].

PekomeHnayeTcs: 1€TsIM U B3pOCJIBIM C BIIEPBBIE JIMArHOCTUPOBAHHOU
SIUJIENICUEN NIPOBEACHUE PYTUHHOIO CKPUHHMHIA KOTHUTUBHBIX U MOBEACHYECKUX
HapylIeHUI c OIpEIEICHUEM IIOKa3aHUMI IS IIOCJIETYOLLETO

CHEIUAIN3UPOBAHHOTO HEMPOTICHXO0JIOTUYecKoro oocienoBanus [167,168].

YpoBenb yoOenurTeabHocTH pexoMeHaanuii C (YpoBeHb /J10CTOBEPHOCTH

I0KA3aTeJbCTB — 5).

KommenTapmii: npumepno y nonounst oemeii u 83pOCIAbIX KOSHUMUGHblE UNU

nogedenuecKue HapyuweHus Mo2ym npucymcmeosamsy yce 8 oebrome 3a001e8anus

[169-171].

PexkomeHnayercsl maMeHTaM C  JIWJICNCHEW 1pU  IOJAO3PEHUMU HA
KOTHUTHUBHBI  AeQUIMT M  [OBEJCHYECKME HapylmieHus (IO  JIaHHBIM
CyOBEKTHBHBIX »Kajo0 MAlMEHTOB W MX POJACTBEHHUKOB HA HapyLICHHE NaMSTH,
BHUMaHUsl WIM [JE€30praHu3allii0 B IIOBCEJHEBHOW JKU3HU) IIPOBEACHUE
CIELUAIN3UPOBAHHOTO HEHUPOIICUXOJIOTMYECKOTO o0cienoBaHus
(HEMpOTICUXOJIOTUYECKOTO TECTUPOBAHHUA) AJII OObEKTUBHU3AIMM KOTHUTUBHBIX U

MOBEJACHYECKUX HAPYIICHUN C IEIbI0 MOCICIYIONIEro Ha3HauYeHus1 Tepanuu [166,

167].



YpoBenb yoOeaureqabHOCTH pekomeHganmuii C (ypoBeHb J0CTOBEPHOCTH

0KA3aTeJIbCTB — 5).

KommenTapmii: napywenus namamu, enumanus, 10, peuesvie u nogeoenueckue
HapyuweHus 8biAGIAI0MCA KAK Y NAYUEeHMO8 ¢ (POKAIbHOU (8UCOUHOU) Inunencuel
[174], max u y nayuenmog ¢ UOUONAMUYECKUMU  (2eHEeMUYECKUMU)
2eHEepANU30BAHHbIMU  DNUAENCUAMY, 6  YACMHOCMU,  NpU  TOHOULECKOU

MUoxknioHu4eckou snunencuu [172].

PexkoMenayercesl 1eTIM M B3pOCIBIM C SIWICNCHEH NPOBEACHUE
CIELNATM3UPOBAHHOTO HEMPOIICUXOJIOTUYECKOTO 00CiIeIoBaHUsT B JUHAMUKE
(uepe3 6-9 wMecsueB) g OUEHKU S(PPEKTUBHOCTH JICUCHHSI, BBISBICHUS
KJIMHUYECKH 3HAYMMBIX HW3MEHEHMH KOTHUTHUBHBIX (YHKLUWH, MOBEIEHUS,

cBA3aHHBIX ¢ npuemoM IIDII, unm mocne XUpypruyeckoro JICYEHUs SMHIICIICUN

[175, 176].

YpoBenb yoOeautesbHOCTH PpexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

A0KAa3aTeJabCTB — 3).

KomMmeHnTapuii: nposeodenue netiponcuxonocuiecko2o 00cied08aHus 8 OUHAMUKe
HOMOJICEM BbIAGUMb HAPYUWIEHUS NAMAMU, peyl UlU UCHOJHUMENbHBIX QYHKYUL,
KOmopble He N0360A10M NAYUEHMY Cle008amb papQuKy 003UposaHusl 1eKapcma,
NPeoOnuUCcanHomy 8pauom, nobounvle s¢gexmor I [175, 176], chudicenue
KOCHUMUBHLIX ~(DYHKYUlli Ha (QOoHe NOBMOPHLIX HepPenHO-MO3208bIX MPABM,
INUNENMULECKO20 CIAMYCa WU KIACMepo8 SNULeNMu4eckux npucmynos Ha gome

0exomnencuposanno2o meyenus snuiencuu [177-179].

Pexomenayercst naiueHTaM ¢ (papMaKOpe3UCTEHTHOM SMUJIETICHEH Ha
dTane MNPEXUPYPruvyeckoro OOCIEeNOBaHUS M B IIOCIEONEPALMOHHOM IIEPUOAE
IPOBOANUTH CIELHUAIU3UPOBAHHOE HEWPOIICUXOJIOTHYECKOe O0CIIeI0BaHue IS

IMPOTHO3UPOBAHUA W BBIABJIICHUA IMOCJICONICPAIMOHHOI0O KOTHUTHUBHOTI'O I[GqJI/II_[I/ITa

[180 - 185].



YpoBeHb yOeauTeIbHOCTH pexkoMeHaanuid B (ypoBeHb J10CTOBEPHOCTH

J0KAa3aTeJIbCTB — 2).

KommenTapmii: nocie pesexkyuu 6ucouyHou O0o0au, Haubonee yacmozo 6uod
Xupypeuueckoeo emeuiamenvcmea, y 45% nayuenmos mooicem Haba00amovcs
yxyowenue namamu [185, 186]. Onepayus modncem npusecmu K yXyouleHuro u
PAas3sumuio HOBbIX KOCHUMuGHulx Hapywenuti [187]. Ycnewmnoe xupypeuueckoe
JleyeHue INUNencun y 0emeti Mojicem NoJ0NCUMENbHO NOBAUAMb HA nociedyiouee
koeHumusHoe pazeumue [188]. Apgpexmuenvle HapyuieHus HAOIOOAOMCA NOUMU
v 50% kanouoamos na xupypeuueckoe eémeutamenvcmeo [189], umo mpebyem

O0ONONHUMENbHOU OYeHKU U coomeemcmeyiowezo neverus [190].

2.3 JIabopaTopHbIe THATHOCTHYECKHE MCCIIeT0BAHUSA

PexoMenayercsi BceM TNalMEHTaM C TIOJO3PEHHMEM Ha AIUJICTICHIO
Ha3Ha4yaTh  cJleaylone  JabopaTopHble  aHamU3bl ISl MPOBENCHUS

¢ hepeHIMATBFHOTO TUArHO3a U UCKITFOYCHHS COYTCTBYIOIIMX 3a00JIeBaHU:
- OOt (KJIMHUYECKUI) aHAIU3 KPOBHU;

- AHanM3 KpoBH OMOXMMHUYECKHI OOIIeTepareBTUUSCKU (MCCIIeIOBAaHUE YPOBHS
oO1iero 6enka, anb0yMruHa, MOYEBUHBI, MOYEBOM KUCJIOTHI, KPEATUHUHA, TJIFOKO3BI,
HATpWs, KaiWs, KalbIUs, MAarHus, XJIOPHAOB, aclapTaTaMHUHOTpaHC]epassbl,

allaHMHAMUHOTpaHchepasbl);

- ITo NMOKAa3aHUAM: KOJINYCCTBCHHOC OIIPCACIICHUC OI[HOﬁ T'PYIIIbI
IICUXOAKTUBHLIX BCIICCTB, B TOM YHUCJIC HAPKOTHYCCKHUX CPCACTB U IICUXOTPOITHBIX
BCIICCTB, ux MeTa0O0JIUTOB B KpOBH HUMMYHOXUMHUYICCKUM MCTOJOM,
KOJIMYCCTBCHHOC OIIPCACICHUC OI[HOﬁ IpynIibl IICUXOAKTUBHBIX BCHICCTB, B TOM
YUCJIC HAPKOTHUYCCKUX CPCACTB MW IICUXOTPOITHBIX BCHICCTB, HX METa0O0JIUTOB B

CJIIOHC HMMYHOXUMHUYCCKUM MCTOAOM; KOJIHMYCCTBCHHOC OIIPCACICHUC OJIHOU



rpynnbl IICUXOAKTHUBHBIX BCIICCTB, B TOM YHCIIC HAPKOTHYECKHUX CpCACTB U

ICUXOTPOIIHBIX BECHICCTB, UX METa0OJUTOB B MOYE HMMYHOXHUMHYCCKUM MCTOOM.

MCI[I/II_II/IHCKOC OCBHUACTCIIBCTBOBAHUEC HA COCTOSAHHEC OIIBAHCHHA (aJIKOI‘OJIBHOI‘O,

HAapKOTUYECKOTO UJIM MHOTO ToKcuueckoro)[ 191,192, 139, 463].

Yposenb yoOenureabHocTH pexkoMeHaanuii C (YpoBeHb [JA0CTOBEPHOCTH

J0KAa3aTeJIbCTB — O).

KomMmeHnTapuii: oannoiil nepeuems uccne0osanuil paccmampusaemcs
IKCnepmamu-uieHamu  paboyei  2pynnel KAk ~ 0OCMAMOYHbIU, HO  He
ucuepnvigarowuil. Ilian obcredosanus 00adiCeH UCXOOUMb U3  KIUHUYECKOU
KapmuHvl 3a0071e6aHUsL U OpYeUX OAHHBIX, NOJYYEHHbIX NpU 0OBEKMUBHDBIX,

1AO0PAMOPHBIX U UHCMPYMEHMANbHBIX Memooax 00C1e008aHUsl.

P CKOMCHIAYCTCH ITallMCHTaM C BIICPBBIC Pa3sBUBHIMMUCA
SIMUJICIITHYCCKUMHU  TIPUCTYIIaAMH, JIHXOp&,Z[KOfI, U3MCHCHHUCM  IICUXHYCCKOI'O
cTatyCa, MCHUHICAJIbHBIMHU CUMIITOMaMH IIPOBCIACHUC JIOMOaILHOM IMYHKIIUU W
HCCICA0OBAHUC JINKBOpa C OCIbIO I[I/I(I)(I)CpCHHI/IaJIBHOFO JAuarHo3a C

UHGEKIMOHHBIMU, ayTOMMMYHHBIMH 3a00eBanussvu [191, 193-196].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

A0KAa3aTeJbCTB — D).

KomMmenTapmii: Heooxooumo nposecmu ucciedoganue JUKEOpa Ha yumos, OeJokx,

cooepacanue enoxosvl (GLUTI).

PexoMenayercsi malueHTaM ¢ MOJAO3PEHUEM HA SIUJICTICUI0O UMMYHHOR
ATHOJIOTHUH C LEJbI0 MpoBeneHus: nuddepeHnaibHoro Iuarnosa, OnpeaeieHus
TUIA aHTUTE] W HAa3HAYEHUS HMMYHOKOPPUTUPYIOUIEH Tepanuyd Ha3HA4yaTh:
aHanu3 KpoBu U 1epeOpocnuHanbHOM kuakoctd (LICXK) nHa cnenyromue
anturena: NMDA-R, AMPA, glycine, GABAa-R, GABAb-R, DPPX, CASPR2,
LGI1, IgLONS5, GAD [195, 197-200, 464].



YpoBenb yoOeaurTeqabHOCTH pexkomeHganuii C (ypoBeHb J0CTOBEPHOCTH

J0KAa3aTeJIbCTB — 4).

PexoMenayercs manyieHTaM € MOJO3PEHUEM Ha ayTOMMMYHHYIO
SMUJICTICUIO TPU HAJMYWU MapaHeoIIacCTUYECKOTO MpoIecca ¢ LeIb0 MPOBEICHUS
mudepeHnanbHOr0 JAMarHo3a, OMNpeNeieHusT TUNa aHTUTEeNl W Ha3HayeHUs
UMMYHOKOPPUTUPYIOIIEH Tepanun Ha3Ha4yaTh aHaim3 Ha
OTyX0JIeBOCTICIU(PIUIECCKUE aHTUTENA: LGI1 (TMOMa); 'AMK-B
(MenkokyieTouHblt pak Jjerkoro); 'TAMK-A (tumoma); NMDA-R (teparoma
suyHuka); GAD65(kapuuHoMa jnerkoro); AMPA-R (Tumoma, MENIKOKJIETOYHBIM
pak Jjerkoro, aaeHokapuuHoma rpyau); mGIluRS (nmumdpoma Xomkkuna (50 —
70%)); ANNA-1 / Hu (MeNKOKJIETOYHBI pakK JIETKOro, HEWPOIHIOKPHHHBIC
omyxoin); Ma-1 / Ma-2 (omyXxoab CEMEHHBIX KJIETOK T , MEIKOKJIETOYHBIN pPaK
Jerkoro); ampudunH (MEJIKOKIETOUYHbBIN pak Jierkoro, pak rpyan); ANNA-2 / Ri
(MEJIKOKJIETOYHBIM pak Jerkoro, pak rpyau); KACIIP-2 (tumoma); rauuuH
(tumoma); DPPX (immdoma); GFAPo (teparoma smuynuka), CRMP-5
(MEKOKJIETOUHBIN pak Jierkoro, Tumoma); Hedpekcun-3a; MOI'; AKS; IgLONS

[197 - 201, 464].

YpoBenb yoOemutesbHOCTH PpexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

I0KA3aTeJbCTB — 4).

PexoMeHayeTCsl MallMeHTaM C IOJ03PEHHEM Ha HMHOEKIUOHHYIO
SIUIETICUIO npu HAJIMYUUA KJIIMHUKO-UHCTPYMEHTAIIbHOU KapTUHBI
HEHUPOIMCTUIIEPKO3a, C 1IeJbI0 TpoBeAcHUs IU(GEepeHIHMAIBPHOTO JIUarHo3a

Ha3HaydaTh aHaiu3 kpoBu U [ICXK Ha antuTena x T.solium[195, 202, 465].

YpoBenb yoOeauteabHOCTH PpexkoMeHaauuid C (ypoBeHb J0CTOBEPHOCTH

A0KAa3aTeJabCTB — 5).

Kommenrapwmii: Haruuue anmumen x T.solium unu anmueen T.solium sensiomces
OCHOBHBIM KIUHUYECKUM Kpumepuem O NOOMBEPHCOEHUS HelpoOYuCmuyeprko3a

[202]. Ilo ypoeuto anmumen 6 cbl@OpOmMKe KPOBU MONCHO CYOUMb O NOPAICEHUE



opeanusma. Aumumena 6 IL{CI)K noszsonaiom oyeHums aKmueHOCMb KUCH U
VKa3vl8arom Ha nopasceHue L[HC. JlabopamopHvie uccneoo8anus

MAOUHGOPMAMUBHBL NPU HEAKMUBHBIX Kalbyuduyuposannvix kucmax[203].

PexoMeHnayeTcsi MaliueHTaM ¢ MOJO3PEHUEM Ha HH(PEKIMOHHYIO
snuiencuro  npu  Haauuuu  BUY-uHpexknmum ¢ uenapl0  OpoBeACHUS
mudpepeHnnanTbHOTO  AMarHo3a W Ha3HA4YeHWsS CchenuuYecKod  Tepanuu
Ha3HayaTh aHalIu3 KpoBH Ha aHtutena kimaccoB M, G (IgM, IgG) k Bupycy
umMmyHoAeduiuTa yenoseka BUY-1, 2 (Human immunodeficiency virus HIV 1, 2)
[204, 205, 466, 467].

YpoBenb yoOenurTeabHocTH pexkoMeHaanuii C (YpoBeHb [JA0CTOBEPHOCTH

J0KAa3aTeJIbCTB — 4).

Pexomenayercsi malfieHTaM ¢ MOJO3PEHHUEM Ha HMH(DEKIIMOHHYIO
SMHJICTICHI0O  TIPU  HAJIWYUM  KIMHUKO-MHCTPYMEHTAJIbHBIX  JAaHHBIX 32
HEHPOTOKCOIJIa3M03, C ILedbl0 MpoBeAeHHus IudepeHnaIbHOoro JIuartosa
Ha3Ha4YaTh MOJICKYJSPHO-OMOJOTHYECKOE UCCIICIOBAaHHE KPOBH Ha TOKCOILIA3MBI
(Toxoplasma gondii), ompenenenne antuten kinacca G (IgG) x Tokcomnazme
(Toxoplasma gondii) B kpoBu, ompeaeneHue aHtuten kiaacca M (IgM) k
tokcorazme (Toxoplasma gondii) B KpOBH, MOJEKYISPHO-OMOIIOTHYECKOE
uccinenoanre [{C)K nHa Tokcomnasmel (Toxoplasma gondii), onpenenenune JHK

tTokcoruiazMel (Toxoplasma gondii) B IICXK meTomom ITLIP [206].

YpoBenb yOeaurTeqabHOCTH pekomeHaanuii C (ypoBeHb JI0CTOBEPHOCTH

A0KA3aTeJIbCTB — 5).

PexoMeHayeTcs MaiueHTaM ¢ MOJO3PEHUEM Ha HH(PEKIIMOHHYIO
STMJICTICHIO TIPU HAJIMYUH TPU3HAKOB IIUTOMETAIOBUPYCHONW MH(MEKINH, C 1ETbI0
npoBefeHUsT  AUQGEepeHInaTbHOT0  AMarHo3a  MOJEKYJISPHO-OHOIOTHYECKOE
uccienoBanne [[CXK nHa muromeramoBupyc (Cytomegalovirus) ¢ mpuMeHEHHUEM
metona IIIIP; MomekymsipHO-OMONIOTHYECKOE  HMCCIEIOBaHWE KPOBH  Ha

nuromeranoBupyc (Cytomegalovirus) [207, 205].



YpoBenb yoOeaurTeqabHOCTH pexkomeHganuii C (ypoBeHb J0CTOBEPHOCTH

J0KAa3aTeJIbCTB — D).

Pexomenayercsi malfieHTaM ¢ MOJO3PEHHUEM Ha HMH(DEKIIMOHHYIO
SMWICTICHIO, TPH  HAIWYWM  KJIMHHKO-WHCTPYMEHTAJIBHBIX  JIAHHBIX 32
TepreTHYECKHA YHIICPAIUT, C TeNIBbI0 TTpoBeaeHUs TuddepeHITMATFHOTO TUarHo3a
ompenielieHue aHTUTeNl K BHUpycy mpocrtoro repmeca (Herpes simplex virus) B
KpOBH, OIpeNesieHne aHTUTeHOB BUpyca mpoctoro repreca 1 u 2 tunos (Herpes
simplex virus types 1, 2) B kpoBu, onpenenenue JJHK BII' 1 u 2 tuna metomom

[TLP B nepudepuyeckoii kpoBu u auksope [208, 205].

YpoBenb yOeauteabHOCTH pexoMeHaanuii  C(ypoBeHb /J10CTOBEPHOCTH

J0KAa3aTeJIbCTB — D).

KommenTapmii: no pezyrvmamam uccredoeanus T. Armangueu u coaem. 6 27%
cyyaes nocie 2epnemuyeckozo JHyeganruma Gopmupyemcs aymoumMMyHHAS

snunencus [208].

PexoMeHnayercs maiueHTaM C MOJO3PEHUEM Ha HHQPEKUUOHHYIO
AIUJIETICUIO TTPU HAJIMYMU IPU3HAKOB BHUpYca repreca 6A/B, ¢ 1enbio nposeaeHus
muddepeHIIManbHOr0  IMarHo3a  Ha3HayaTh  MOJIEKYJISIPHO-OMOJIOTHYECKOE
uccieoBanne rnepudepudeckol KpoBu Ha Bupyc repmeca 6 tuma (HHV6),
onpenenenne JIHK Bupyca repmeca 6 tuna (HHV6) wmerogom IIIP B
nepudepudeckoil KpoBH, KaUeCTBEHHOE HccienoBanue, onpenenenue JJHK Bupyca
repneca 6 Tuna (HHV6) wmeromom IIIIP B mnepudepuueckoil KpoBH,
KOJIMYECTBEHHOE HCCIEOBaHUE, OIPEACIICHHE aHTUTEI K BHUPYCYy Teplieca
yenoBeka 6 tuna (Herpes-virus 6) B kpoBu, onpezaeneuue antuteln kiacca G (1gG)

K BUpycy repreca yenoBeka 6 tuna (Human herpes virus 6) B KpoBU U JIUKBOpE

[209, 205].

YpoBenb yoOenurTeabHocTH pexoMeHaanuii C (YpoBeHb [Jd0CTOBEPHOCTH

A0Ka3aTeJIbCTB — 5).



Pexomenayercsi malfieHTaM ¢ MOJO3PEHHEM Ha HMH(DEKIIMOHHYIO
SMHWJICTICHIO TIPH HAJIUYUUA KIMHUKO-HHCTPYMEHTAJIhHOW KAapTHUHBI KIIEIIEBOTO
sHIe(danuTa, C IENbI0 MpoBeaeHUs Au(GEepeHITNATBLHOTO TUarHo3a OMpeaesiaTh
Hanuuue antuten kiaacca M, G (IgM u IgG) x knemeBomy sHuedamuty, JJHK
BO3OYAMTENS KIICHIEBOTO JHIEehannuTa B TEepUPEPUIECKON KPOBH U JIMKBOPE

meronom ITHP [210, 211].

YpoBenb yoOeautesbHOCTH PpexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJIbCTB — 5).

PexkoMeHayeTces malMeHTaM ¢  MOAO3PEHMEM Ha HH(MEKIHMOHHYIO
ANWIENCUI0 MPU HAIW4YMU NpU3HAKoB JlaiiM-Ooppennosa, ¢ LENbl0 MPOBEACHUS
Qg depeHIanbHOro IMarno3a onpeaesiaT Haauuue antuten kinacca M, G (IgM
u IgG) x BO3OyaUTENsIM HMKCOJIOBBIX KIEHIEBBIX Ooppenno3oB rpymnmsl Borrelia
burgdorferi sensu lato B IICX, JIHK B030ymuTeneii MKCOMOBBIX KIICHIEBHIX

ooppenuno3oB rpynnbl Borrelia burgdorferi sensu lato B IICXK metomom IILP
[212].

YpoBenb yoOemuresbHOCTH PpexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

0KA3aTeJIbCTB — 4).

PexkoMeniyeTcst BCeM MaIMEHTaM C MOJIO3PEHUEM Ha METa0OJIHMUYECKYIO
ATUOJIOTUIO 3IUJIETICUM HA3HAa4yaTh MCCIEIOBAHUSA, I103BOJIAIOLINE OINpPENeysITh
OMOXMMHUYECKHUE HApYILIEHUS: CIEKTP aMHUHOKHCIOT M allMJIKAPHUTHHOB METOAOM
TaHJAEMHOW  MAacc-CIIEKTPOMETpPUH; Ta30ByI  XpomaTtorpaguio C  macc-
CHEKTPOMETpUE MOYH; BBHICOKOI(D(PEKTUBHYIO KUAKOCTHYIO XpOMaTorpaguio u
TaHJEMHYIO  MacC-CIIEKTPOMETPUIO  OPTaHWYECKUX  KHUCIIOT,  OMpeesieHHe
AKTUBHOCTH OMOTHHUAA3BI; aHAJIN3 CIIEKTPAa OPraHMYECKUX KUCIOT MOYU METOJIOM
ra3oBod  xpomarorpadgud €  MacC-CIIEKTPOMETpPHEH  UIsi  MPOBEACHUs
nuddepeHIanbHOro AMarHo3a W MOCJeNyIOIero Ha3zHaueHHUs crenu(puiecKoil

tepanuu [213].



YpoBeHb yOeauTeIbHOCTH pexkoMeHaanuid B (ypoBeHb [10CTOBEPHOCTH

JT0KAa3aTeJbCTB —3).

KommenTapuii: Meowcoynapoounas npomusosnunenmuyeckas Jluea npusnaem
80CeMb MUNO8 MemMabOIUYeCKOL INULENCUU, a UMEHHO: deduyum O6UOMUHUOA3bL U
XONOKapOoOKCcunasvl CuHmasvl, Ooeuyum yepebpaivbHo20 ¢horama, HAPYuleHus
Memabonusma Kpeamuna, cyoopoau, peazupyioujue Ha @HOIUHOBYIO KUCIOMY,
Odepuyum nepenocuuxka enoxozvt muna 1 (GLUT-1), mumoxouopuanvHvle u
NEPOKCUCOMHbIE — HAPYWIEHUS,  NUPUOOKCUH3asucumyro  snuiencuio. OOHaxo
8b10eNIAIOM U Opy2ue Munsvl MemaooIUdecKux HapyueHul, CsA3aHHbIX C pa3eumuem
SNUNENCUU: HAPYUWIeHUs. YUKIA MOYEBUHbL, 2Aymaposas ayudypus, oeduyum
Kogaxkmopa MonubOeHa, HeKemomuyecKas 2unepeiukemus, HeKemomuiecKkas

euneperuyuHemus u oepuyum sHmapHotl nonyaivoecudoecuopocerasnl [213].

PexoMenayercs nmanueHTam c SIWICTICUEH, MPUHUMAIOLIM
npotuBodnuientuueckue mnpenaparsl (II0I1), mpoBeneHue TepaneBTUYECKOTO
nekapctBeHHOro MoHutTopuHra (TJIM) pans uwHAMBUAyanu3aluuyd JICUYCHHS,

Koppekuuu 10361 I13I1 ¢ 1enpro onTumu3anuu gedenus [213 - 218].

YpoBenb yoOeaureabHOCTH PpexkoMeHaauuid C (ypoBeHb JOCTOBEPHOCTH

A0KA3aTeJabCTB — 4).

Kommenrapmii: ucnonvsosanue TJIM pekomenoyemcsi ma cmaouu mumpayuu u
npu usmenenuu 0o3zvl 1IDI1, nocre oOocmudicenus Hcenaemo20 KIUHUYECKO20
pe3yibmama, ¢ Yeavlo YCMAHOBNEHUS «UHOUBUOYATbHO20 MEPANe8muUYecKo2o
ouanazonay (08a He3a8UCUMbIX UMepeHUsl ¢ unmepsaiom 2 u 4 mecaya); ons
onpeodenieHus 8eludUHbl ygeaudenuss 003vl, ocobenno ona I1311, noxaszwiearoujux
00303a8UCUMYIO (PaAPpMAKOKUHemMUKY (0cobeHHO ¢henumoun™*); npu comHeHusx 8
oughghepenyuanvroll ouazHocmuke NPUHAKOS UNU CUMNIMOMOS, YKA3bI8AIOWUX HA
moxkcuuynocms 11311, cesazanHylo ¢ KoHyeHmpayuet, uiu Ko20a MOKCUYHOCHb
MpPYOHO OYeHums KIUHUYEeCKU (Hanpumep, y oOemeu paHHe20 603pacma Ulu y
NaAyueHmos ¢  NCUXUYECKUMU  OMKIOHEHUSMU),  HpU  NPOOOIHCAIOUUXCA

INUNENMUUEeCKUX NPUCMYNAX, HeCMOmps HA 04e8UOHo adekeamuylo 003y [1DI1.



Ilposeoenue TJ/IM makoice HeoOXO00uUMO npu NOOO3PEHUU HA U3MEHEHUE
GdapmakokunemuKkuy u3z-3a c1e0ywux akmopos: nepexoo 8 Opy2yr 803paAcmHyO
epynny, bepemeHHOCmb, COnymcmeyioujue 3a001e6aHUsl UNU MENCIeKAPCMEEHHbLe
83auUMo0elicmeuss, Ol OYEeHKU NOMEHYUATbHbIX USMEHEeHUll 8 YCMOUuuusou
koHyeumpayuu 11311 npu usmenenuu cocmaea npenapama, CUHOHEMUUECKOU
3ameHe, 6 cClyuae HeONCUOAHHO20 UBMEHeHUs KIUHUYeCKOU peakyuu, npu
no0o3peruu Ha HapyuweHue nayuenmom peicuma nevenus. K I1OI1 ¢ nausvicuum
yposHem pexkomenoayuu K nposedenuro TJIM ommocamca: eanvnpoesas

Kkucroma™** u kapbamazenun **,

2.4 UacTpyMeHTa/IbHbIE TMATHOCTHYECKHE HCCJIeI0OBAHUSA

2.4.1. DnextposHuedanorpadus

BBenenue: snexrposnnedanorpadus (331), (OT CIOB JIEKTPO — IIAESKTPUUECTBO;
sHIIe(aIOH — TOJIOBHOM MO3T; Tpadus — MUILY), SIBISIETCS METOJIOM PErHCTPaIIH
CIIOHTaHHBIX KOJI€OaHUI TOPMO3HBIX U BO30YKIAIOIIUX MTOCTCHHANITHYECKUX
MOTEHIIMAJIOB, 00Pa3yIOIIUXCS HA ACHAPUTAX MHUPAMUJIHBIX KIETOK KOPBI
rOJIOBHOTO Mo3ra. 92" — OCHOBHO# MeTO (PyHKIIMOHAIBHON TUAarHOCTUKU
IIEHTPaJIbHON HEPBHOM CUCTEMBI Y OOJIBHBIX C dMujIericuei. PasnuyaroT: a)
pyTHHHYI0 D91 — npoaomkuTebHOCTh 30 MUHYT HENPEpbIBHOM 3anucy; 0) 99T
CHa — BO BpeMs 3allMCH MAIMEHT CIUT, PU 3TOM Ha dHIIedanorpaMmme
PETUCTPUPYIOT XapaKTepPHbIE MAaTTEPHbI, COOTBETCTBYIOIIME CTAAUSIM CHA; B)
BU1€0-OI" — coueTaeT He TOJNBKO PErUCTPALMIO OMO3IEKTPUIECKON AKTUBHOCTH
TOJIOBHOTO MO3Ta, HO U CUHXPOHU3UPOBAHHOE 110 BPEMEHHU BUJICOU300paKeHUE

nmanucHTa. Ha IMPAKTHUKEC BO3MOXKHbBI COYCTAHHA 9TUX MCTOAUK.

MeTtoo50orrs aHaNM3a 3aKI0YaeTCs B BU3yalbHOM BBIJCIIEHUU Ha KPUBBIX
0COOBIX TpaQUUECKHUX JIEMEHTOB, CIICHUPUIHBIX SMUICTICUU (AMUICOTH(POPMHBIC

rpadodIEeMEHThI) U UX PA3IUYHBIX COYETaHUM. Pa3nnyaroT HHTEpUKTAIbHYIO



aKTUBHOCTb, HAOJIIOAEMYIO B MEKIPUCTYITHBIN MEPUO, U UKTAIbHYIO
aKTUBHOCTb, KOTOpasl XapaKTepU3yeT SMWICNTUHUECKUI NpUCTyIl. buomapkepom
CTPYKTYPHOTO MOBPEXJICHUS TOJIOBHOTO MO3ra SIBIsIETCs (POKAIbHOE 3aMeIJICHUEe
YacCTOThl OMOAIEKTPUUECKON aKTUBHOCTH IO OTBEJCHUSIM, PACIIOI0KEHHBIM B
coOTBeTCTBYIOLIEH npoekuuu. st peructpauuu D31 ciienyer
PYKOBOJICTBOBATHCSI PEKOMEHIALMSIMH 3KCIIEPTHOTO COBETA M0 KIMHUYECKON
Helipoduszuonoruu Poccuiickoi MpOTUBOAMUIECITUYECKOM JIUTH, a JJIsl OTTMCAHUS
UCITOJI30BATh PYCCKOSA3BIUHBIN CIIOBAPh TEPMUHOB, HCIIOJIb3YEMBIX B
KIIMHUYECKOH anekTpodHiedanorpaduu [219, 220]. V nanueHToB ¢ MO103peHUEM
Ha SMWIETICUIO WK C YK€ YCTaHOBJIEHHBIM TUarHo30M D21 IpUMEHSIOT Moce
BIIEPBBIC BO3HUKIIETO SMUJICITHUYECKOTO MPUCTYIA JJIsl IPOTHO3UPOBAHUS
Pa3BUTHS AMWICTICUH, JUISl AUATHOCTUKY SMUJIEHTUYECKOT0 CHHAPOMA, JIJIsl OLICHKU

3¢ (HEKTUBHOCTH TEPAITHH.

Pexomenayercst nposeneHue crangaptHoit D3I ¢ GyHKIIMOHATBHBIMU
IpoOamu MalureHTaM, BIEPBbIE B )KU3HH [IEPEHECILIUM HECTIPOBOLIMPOBAHHBIN

SMWJICNTUYECKUN MPUCTYT ISl MPOTHO3UPOBAHUS pa3BUTUs snunencuu [220, 221,

468].

Yposenb yoeaureabHocTH pekomenaanuii C (ypoBeHb J0CTOBEPHOCTH

A0Ka3aTeJIbCTB — 5).

KomMenTapuu: swviasienue snunenmughopmroi akmusnocmu Ha 331 nocne
8NepBble BOZHUKULE20 INULENNULECKO20 NPUCYNA CBUOEeMeNbCmEYen O blCOKOM
PpUCKe 803HUKHOBEHUS NO8MOPHO20 npucmyna. dyecmeumenbHocms eOUHUYHO20
uccneoosanus koneonemcs 6 ouanasore 20 - 55% u noswviuwiaemces no mepe

yeenudenus Koauvecmaa ucciedosanuii 0o 90% [222 - 266].

Pexomenayercst npoBefieHre cranaapTHO D3I ¢ GyHKIIMOHATBHBIMU
npoOamMu MalueHTaM C SMUIETICUEN AJI AMATHOCTUKH dIUJIENITUYECKOTO

cuHapoma [227].



YpoBeHnb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH

J0KAa3aTeJIbCTB — D).

Kommenrtapuii: B psoe ciyuaes 331" nomoeaem ouaznocmuposamo
COOMEEeMCcmeyIoWULl SNUIENMUYEeCKUtl CUHOPOM HA OCHOBAHUU BbIAGIEHUS 0COObIX

91eKmpozpapuuecKux nammepHos
3I' IPU IUJIEIICHUHA
duekTpodHuedanorpadus
DokaabHAA KOPKOBaS IMCILIAZUSA
DJIEKTPOOHLEDPAJIOT PADUA
doH

®onoBast 931" Mo)keT ObITh HOPMAJIBHON MJIM MOKET NTOKA3bIBATh 0YaroBOe
3aMeUIEHUE HaJl 09aroBoM KOPKOBOM nucruiazuei. [Ipn Hanmnuny snuiienTuaecKux
CIa3MOB WJIY F'€HEPAIN30BAHHBIX TUIIOB IIPUCTYIIOB (POH MOKET MTOKA3bIBATh

pacrpocTpaHeHHOE 3aMe/IJICHHE WU TUTICAPUTMHUIO.

WNHTepukTanpHas

HNuTtepukranpHas 931" MOXKET ObITh HOPMAJIBHOM WIJIM MOXKET MOKa3bIBaTh
OYaroBYIO MEXHUKTAIbHYIO AMIIECNTU(OPMHYIO aHOMAJIMIO B MECTE 04aroBOn

KOPKOBOW JIUCILIA3HH.

MHoOroo4yaroBbie HE3aBUCHUMBIE CITAMKH WM T€HEPATM30BAHHBIE CITANK-BOJIHBI
(006bryHO <3 I'11) MOKHO YBUACTH Yy JIFOACH C TeHEPAIM30BaHHBIMUA THIIAMU

MPUCTYTIOB.

FHHC&pI/ITMI/IH MOJKET OBITH BUJHA Y J'IIOI[Cﬁ C JIIMJICIITHYCCKHUMU CIIa3MaMU.



AxTHBaIus

AnoMmanust D91 ycunuBaeTcsi IpH JIMIIEHUU CHA, B COHJIMBOCTHU U BO CHE.
[Tomyuyenue 331" BO CHe Ba)HO JJIs1 MIIAJICHIIEB C PUCKOM SIUJIEITHYECKUX
CIa3MOB, MOCKOJIBKY 00apcTBytOIIas 331" MOXET ObITh HOPMAJIBHOM, a aHOMAJTHS

MOJKCT IIPUCYTCTBOBATH TOJILKO BO CHC.

[Ipucrynnas

Hanwnune ouaroBbIX, pUTMAYHBIX SMUATIEITH(QOPMHBIX pa3psa0B SBISICTCS
HanOoJIee XapakTepHoi 4epToit DI KOXKU TOJI0BHI y MAIIMEHTOB ¢ 09aroBoi
KOPKOBOH AMCIIA3KEH, TTOKA3bIBAIOIICH MTPOCTPAHCTBEHHYIO KOPPEIISIIHIO C
04YaroBO¥ KOPKOBOMU auciiiazueid. O4aroBbie KOPKOBBIC TUCIIIA3UHA, KOTOPHIE HE
nocTyIHBI 1t D31 KOKU TOJIOBBI, MOT'YT UMETh IIJIOXO JIOKAJTM30BAHHBIC
UKTaJIbHbIE M3MeHeHus Ha D3I ¢ marTepHaMu, KOTOPbIE MOTYT BKJIIOUATh €Ba

3aMCTHOC 3aTyXaHMC UJIM TOJIBKO PUTMHUYICCKOC 3aMCJICHUC.

Ecan MPUCYTCTBYIOT SIMJICIITUYCCKHUC CIIa3Mbl WJIN I'CHCPAJIM30BAHHBLIC IIPUITA/IKH,

MO>KET HaOJI0aThCs UKTaIbHAst D1, CBsA3aHHAas C TUMH TUIIAMH MPUIIAIKOB.
TyOepo3Hsblii cki1epo3
DJIEKTPOOHLEDOAJIOTPADUA

don

®onosast 31" MokeT OBITh HOPMAIBHON MJIM MOKET TTOKa3bIBaTh 04aroBOe
3aMeIeHue HaJl KOPKOBBIMU Oyrpamu. [Ipu Hamuyuu snuaenTHYeCKuX Cra3MoB
WJIM TeHEPATM30BAaHHBIX TUIIOB MIPUCTYIIOB (DOH MOKET MOKA3bIBATh

pacrnpocTpaHeHHOE 3aMeIJICHUE WIIN TUTICAPUTMHIO.



MexnpucryrnHas

HNurtepukranbHas 931" MOXKeT ObITh HOPMATBLHOM WIJIM MOXKET MOKa3bIBATh
OYaroBYI0 MEXHUKTAIBHYIO SMUICHTU(OPMHYIO aHOMAJIUIO B MECTE PACIIOJIOKEHUS

KOPKOBBIX OyTpOB.

MHoOroouyaroBbie HE3aBUCHUMBIE CITAMKH WM T€HEPATU30BAHHBIE CITANK-BOJIHBI
(00bryHO <3 I'11) MOXKHO YBHUJETH Yy JIFOJEH C MHOXXECTBEHHBIMU TyOEepaMH HIIH C

TCHCPAJIN30BAHHBIMU TUITAMH IIPUCTYIIOB.

FI/IHCEIpI/ITMI/IH MOJKET OBITh BHJHA Yy JIIOI[eﬁ C JIIMJICIITHYCCKHUMU CIIa3MaMU.

AKTuBaus

Anomanus D01 ycunuBaeTcsi IpH JIMIIEHUU CHA, IPYU COHJIIMBOCTHU U BO CHE.
[Tomyuenue 391" BO CHE Ba)HO ISl MIIAJICHLIEB C PUCKOM SIMJIENITHYECKUX
CIIa3MOB, TTOCKOJIBKY O0apcTBYIOMIast 931" MoKeT ObITh HOPMATBHOW, & aHOMAITHS

MOJKCT IIPUCYTCTBOBATHb TOJILKO BO CHC.

[IpuctynHas

Hanuuue oyaroBbIX, pUTMUYHBIX SMUIENTA(DOPMHBIX Pa3psii0B ABISETCS
HanOoJIee XapakTepHOU 4epToi ckaabnoBoil 331" y maueHToB ¢ TyOepo3HbIM
CKJIEpPO30M, Y KOTOPBIX HAa0JII01al0TCs 04aroBble npumnaaku. OuaroBoe MKTalabHOE
n3MeHeHue D01 OoKa3bIBAET MPOCTPAHCTBEHHYIO KOPPEISILIUIO C KOPKOBBIM
OyrpoM, U3 KOTOpPOro BO3HUKAIOT npumajgku. KopkoBbie Oyrpbl, KOTOpbIE HE
JOCTYITHBI CKajbnoBo D3I, MOIyT HMETH IIJIOXO JIOKAJIN30BaHHBIE NKTAJIbHBIE
M3MEHEHUS Ha CKajblioBol D3I ¢ marrepHaMu, KOTOPbIE MOTYT BKIIFOYATh €/1Ba

3aMCTHOC 3aTyXaHHUC UJIM PUTMHUYCCKOC 3aMCJICHUC.



Ecaun MPUCYTCTBYIOT SITMJICTITUYCCKUC CIIa3MbI UJIU T'CHCPAJIM30BAHHBIC IIPUITIAIKH,

MOXKCET Ha6JIIOI[aTBC}I HUKTaJIbHasdA 99F, CBsA3aHHas C 9TUMU TUIIAMU IIPUITAIKOB.

JIucconuedpanus
OJIEKTPOOHIEDAJIOTPADUA
IIaTOr€HHBIN BapUAHT

®oH

®onoas 931" aHOMaIbHA U MOXKET MOKAa3bIBATh PACHPOCTPAHEHHYIO
BBICOKOAMIUTUTYJIHYIO OBICTPYIO aKTUBHOCTH (aJibha- U O€Ta-4acTOThI),
pacpOCTPAHEHHOE 3aMEIJIEHUE, BBICOKOAMIUIUTY AHBIN CIIANK WIIH OCTPYIO
aKTUBHOCTS (C MOCIEAYOIMM 3aTyXxanueM DI wim 6e3 Hero) uim rurncapuTMULO

(Habmroslaercs y JIIO/IeH ¢ SMUIENTUYECKUMU CIIa3MaMHu ).

KOHKpeTHBIE TEHETHUECKHE 3THOJIOTUU MOTYT UMETh IPEIIIOYTUTEIIbHbIE
natrepHsl D3I, NeTH ¢ nepeaHen arupuen-naxurupuen ¢ NaTOreHHbIMU
BaprantamMu DCX MoryT umets 1udy3Hyr0 YMEPEHHYIO aMIUIUTYAy aibda-
aKTUBHOCTH, TOTJIa KaK y JeTel ¢ 3aiHel mpeo0iaarolieil KOpKoOBOW aHOMahen
¥ TIaTOreHHbIMU BapuanTaMu LIS1 MOryT OBITh BCIBIIIKKA OCTPBIX BOJIH C

MCPHUOJaMH 3aTyXaHUA.

AxTHUBaIus

Anomanus O3 ycunuBaeTcs pU JIUIIEHUN CHA, B COHJIMBOCTH U BO CHE.
[Tomyuenne 31" BO Bpemsi CHA BayKHO JIJISI MIIQICHIIEB C PUCKOM SITHIICHTUYECKUX
CIIa3MOB, ITOCKOJIbKY SMIJICITUYECKUE CTTIa3Mbl MOTYT MPOSIBISITHCS TOJIBKO BO CHE

WM IpU TPOOYKICHHH.



[Tpucrynnas

Hkranbnas 931" oTpaxkaeT TUIIBI TPUCYTCTBYIOMUX NpUCTYTOB. [Ipu Hanmnuum
AMUIENTHYECKUX CIIa3MOB WJIM F€HEPAIM30BaHHBIX TPUCTYIIOB HAOIIOAAeTCS

ukTanbHasg D01, cBSI3aHHAS C TUMU TUIIAMU IPUCTYTOB.
I'erepoTonusi MOAKOPKOBBIX MOJIOC
DJIEKTPOSHIIEDAJIOT PADU A

don

®donoBasg D3I MOXKET OBIThH HOpM&J’IBHOﬁ NI MOXKCT II0Ka3bIBaTh 04aroBO<C UJIN

PacpoCTpaHCHHOC 3aMCIJICHUC.

MexnpucrynHas

MoskeTt HaOII0aTHCS 0YaroBasi MHTEPUKTaIbHAs SMUICOTHPOPMHAST aHOMAJIHSL.
Takke MOTyT Ha0JIFOIAThCSI MHOTOOYAroBble HE3ABUCUMBIE CIIANKU WU

reHepaIn30BaHHbIC Calik-BOJIHBI (00bIYHO <3 ['m).

AxTHUBaIus

Anomanus D01 ycunuBaeTcsi IpH JIMIIEHUU CHA, B COHJIMBOCTHU U BO CHE.

[IpucrynHas

MoskeT HaOII0JaThCS HATMYKUE 04aroBbIX, PUTMUYHBIX SIS TH(HOPMHBIX
pa3psA0B IIPU OYaroBbIX THUIIAX IPUCTYIIOB. Eciu IpUCyTCTBYIOT
reHEepalIN30BaHHbIE PUCTYIIBI, MOXKET HAa0M01aThCsl MKTanbHast DI, cBA3aHHAs ¢

9TUMHU TUIIAMU TIPUCTYIIOB.

FeTepOTOHHH CEporo Beuecrea



DJIEKTPOOHIUEDAJIOTPADUA
don

donoBasg D3I MOXKET OBIThH HOpM&J’IBHOﬁ NI MOJKCT II0Ka3bIBaATh O4aroBOC 1IN
PaCcpoCTpaHCHHOC 3aMCIJICHUC. HpI/I HaJIN4YUH SITHIICIITHYCCKUX CIIa3MOB (1)OH

MOJKCT IMOKa3bIBATH THIICAPUTMHUIO.

MexnpucrynHas

Moxet Ha6J'IIOI[aTI>CH odaroBasd MHTCPUKTAJIbHAA C-)HI/IJIGHTI/I(bOpMHaH dHOMaAJIuA,

COOTHOCHMAA C MCCTOIIOJIOKCHUCM I'CTCPOTOITNH.

MHoOroo4yaroBble HE3aBUCHUMBIE CITAMKH WM T€HEPATM30BAHHBIE CITANK-BOJIHBI
(06b1yHO <3 I'11) MOTYT HaOMIOJATHCS Y TAIIMEHTOB C T€HEPAIM30BaHHBIMH TUTIAMU

MPUCTYTIOB.

FHHC&pI/ITMI/IH MOKCT Ha6JII-OIlaTI>C}I Y HAalMCHTOB C SIMUJICIITUICCKUMU CITa3MaMH.

AxTHUBaIus

AnoMmanus D01 ycunuBaeTcsi IpH JIMIIEHUU CHA, B COHJIMBOCTH U BO CHE.
[Tomyuenue 331" BO CHE Ba)HO JJIs1 MIIAJICHLIEB C PUCKOM SIUJIENTHYECKUX
CIa3MoB, MOCKOJIbKY OozpcTBytomas 931" MoKeT ObITh HOPMAJIbHOM, @ aHOMAJIUS

MOXKCT MMPUCYTCTBOBATH TOJILKO BO CHC.

[IpucrynHas

dokanpHBIE PUTMHUECKHE ATIIECTITU(OPMHBIE pa3psAbl MOTYT HAOIIOIATHCS TIPU

(boKaTbHBIX MPUCTYIAX, IEMOHCTPUPYS MPOCTPAHCTBEHHYIO KOPPEIISIIIUIO C



rerepoTtonueil. UktanbHOE Hayano MOXKET BO3HUKATh B CAMOM I'€TepOTOMHYECKOM
y3€eJIKe WU B BhIIIeNexanieil kope. ['erepoTonuu, KOTOpbIEe HE JOCTYITHBI JJIs
cKasbIoBoil D3I, MOTyT UMETH IIOXO JTOKAJTM30BAHHBIEC UKTAIbHBIC H3MEHEHUS
Ha OOI" ¢ maTTepHamMu, KOTOpPbIE MOTYT BKJIIOYATh €/IBa 3aMETHOE 3aTyXaHUE WUITU

TOJIbBKO PUTMHUYICCKOC 3aMCAJICHHC.

Ecaun MPUCYTCTBYIOT SITWJICIITUYCCKHUC CIIA3MbI NJIN I'CHCPAJIM30BAHHBIC IIPUCTYIIHI,

MOKET HaOIoaThcs uKTalibHast D31, cBs3aHHAs C 3TUMU TUIIAMU MIPUCTYTIOB.
[HosumMukporupus

DJIEKTPOOHLEDPAJIOT PADUA

DoH

donoBasg D3I MOXKET OBIThH HOpMaJIBHOP'I NI MOJXKCT II0Ka3bIBaTh O4aroBOC
3aMCAJICHUEC NJIN HU3KOBOJBTHBIC 6bICTpBIe qaCTOThI Ha HOHHMHKpOFHpH‘-IGCKOfI
KOpOﬁ. HpI/I HaJIWIWHU STTHJICTITHYCCKUX CIIa3MOB WJIM I'CHCPAJIM30BAHHBIX TUIIOB
IIpUIIaAKOB (1)OH MOJKCT ITOKA3bIBATH PACIIPOCTPAHCHHOC 3aMCIJICHHUC NJIN

TUIICAPUTMHIO.

MexnpucrynHas

MoskeT HaOmI0JaTHCS OYaroBasi HHTEpUKTAIbHAS SMUIENTU()OPMHAS aHOMAIHS B

MCCTC PACIIOJIONKCHUS ITIOJTUMHUKPOTUPUHN.

MHorooyaroBble He3aBUCHMBbIE CIIAMKHN WJIM T€HEPAIM30BaHHBIE CIIAK-BOIHbI
(06prHO <3 I'1) MOryT HaOMIOIAThCS Y TAUEHTOB C F'€HEPATM30BAHHBIMU TUIIAMU

IIPpUIIAAKOB.

FHHC&pI/ITMI/I}I MOXKCT Ha6JHOIIaTI>CSI Y HAalMCHTOB C SIMHJICIITUICCKUMU CIIa3MaMMH.

AxTHUBaus



Anomanust 91" ycunuBaeTcsi IpH JIMIIEHUU CHA, B COHJIMBOCTH U BO CHE.
[Tonyyenue 31" BO CHE Ba)HO JJIs1 MIIAJICHIIEB C PUCKOM AIUJIEITHYECKUX
CIa3MOB, MOCKOJIBKY 00apcTBYtoIIas 331" MOXKET ObITh HOPMAJIBHOM, a aHOMAJTHS

MOXKCET MMPUCYTCTBOBATH TOJILKO BO CHC.

[Tpucrynnas

MoryT ObITh BUJIHBI OYaroBble, PUTMUYHbIE AIICTTUPOPMHBIE Pa3pPsIIbl,
MOKa3bIBAOIINE MPOCTPAHCTBEHHYIO KOPPEISALHUIO C PACHIOJIOKEHUEM
nosuMukporupun. [loaumukporupusi, KoTopast HEIOCTYIHA JJIs cKajabnoBoit D3I,
MOKET UMETh IJI0XO JIOKAIM30BaHHbIE UKTaJIbHbIE M3MeHEeHUs1 Ha DI ¢
NnaTTepHaMM, KOTOPbIE MOTYT BKJIFOUATh €/1Ba 3aMETHOE 3aTyXaHUE U TOJIBKO

PUTMHYCCKOC 3aMCOJICHUC.

Ecau IMPUCYTCTBYIOT SIMJICTITHYCCKUC CIIa3MbI WJIU I'CHCPAJIM30BAHHLBIC IIPUITIAKH,

MOJKET ObITh BUIHA UKTaimbHas DI, CBsI3aHHAs C STUMU TUIIAMHU TTPUIIAIKOB.
I'emuMmeramnuedaans

OJIEKTPOOHIEDAJIOTPA®UA

®oH

®onoBas D31 mokas3pIBa€T 04aroBO€ 3aMe/IJIEHNE HAJl aHOMAJIBHBIM IOJTyIIapUEM.
[Ipy HAIMYMHY SOUIENTUYECKUX CIIa3MOB WIM T€HEPAIIM30BAaHHBIX TUIIOB
IPUCTYTOB (DOH MOKET MOKA3bIBATh PACIPOCTPAHEHHOE 3aMENJICHUE UITU

THIICApUTMHUIO.

MexnpucrynsHas



doxkanpHas HHTCPUKTAJIbHAasA 3HI/IJI€HTI/I(i)OpMHa$I adHOMaAJIUA MOXKCT H8.6J'IIOI[3TBC}I

HaJl aHOMAJIbHBIM ITOJYIIapHuCM.

MHoroouaroBble HE3aBUCHMBIE CIIAHKU WJIM T'€HEePaTn30BaHHbIE CIIAK-BOJIHBI
(06b1yHO <3 I'11) MOTYT HaOMIOJATHCS Y TAIIMIEHTOB C T€HEPAIM30BaHHBIMH TUTIAMU

IPUCTYTIOB.

FHHC&pI/ITMI/IH MOKCT Ha6JII-OIlaTI)C}I Y HalUCHTOB C SIMMUJICIITUICCKUMU CITa3MaMH.

AxTHUBaus

AnoMmanus D3I ycunuBaeTcsi IpH JIMIIEHUU CHA, B COHJIMBOCTH U BO CHE.
[Tomyuenue 331" Bo BpeMs CHA BayKHO JIJIS1 MJIQ/ICHIIEB C PUCKOM SIUJIENTUYECKUX
CHa3MoB, MOCKONIbKY D3I B cOCTOSIHUM OOAPCTBOBAHUS MOYKET HE ITOKA3bIBATh
TUIIYHYO aHOMAJIUIO, CBSI3AHHYIO C SMUJIENTUYECKUMH CIIa3MaMu, 3Ta aHOMaJIUs

MOJKCT IIPUCYTCTBOBATH TOJILKO BO CHC.

[TpucrynHas

dokanbHbIe PUTMUYHBIC STTUICHTU(GOPMHBIE Pa3psiAbl HAOIIOAAIOTCS MTPU

(bOKaJIBHBIX MMPUCTYIIaX, BO3BHUKAIOIINX B FeMI/IMeFaJIBHHe(l)aJ'IBHOM ImoJymapuu.

Ecan MPUCYTCTBYIOT SIMJICIITUYCCKHUC CIIaA3Mbl WK I'CHCPAJIM30BAHHBIC IIPUCTYIILI,

MOKET HaOI0JaThCs KTalbHast D31, CBsA3aHHAas C 3TUMH TUITAMH NPUCTYTIOB.
Hu3snuedanus
DJIEKTPOOHLEOAJIOTPADU A

don



®donoBas IOI" MOXKET ObITh HOPMAJILHOW MJIM MOKET ITOKA3bIBaTh OYaroBOE
3aMeJyIeHUe HaJl paciienuHon. [Ipy Hanuuuy 3nmienTUYeCKUX Cria3sMoB UIIH
reHepaIn30BaHHbBIX TUIIOB MPUCTYTIOB (HOH MOXKET IMOKa3bIBATh PACIIPOCTPAHEHHOE

3aMCIJICHHUEC UIJIN TUIICAPUTMHUIO.

MexnpucrynHas

Moxet Ha6J'IIOI[aTI>CH odaroBasd MHTCPUKTAJIbHAA C-)HI/IJICHTI/I(bOpMHaH AdHOMAJIUA B

MCCTC PACIIOJIOKCHHUA paCHICIINHBI.

MHOroo4yaroBble HE3aBUCHUMBIE CITAMKH WM T€HEPATM30BAHHBIE CITANK-BOJIHBI
(00bryHO <3 I'11) MOTYT HAOJIOAATHCS Yy MAIMEHTOB ¢ T'eHEPaTM30BaHHBIMU TUITAMHU

IIPUCTYTIOB.

FI/Il'IcapI/ITMI/IH MOXECT Ha6J'I}OI[aTBC$I Y NagyuCeHTOB C SIMMUJICTITUYCCKUMU CIIa3MaMU.

AxTHBanmsa

Anomanus O0I ycunmBaeTcs TP JTUIIEHUN CHA, B COHJIMBOCTH U BO CHE.
[Tomyyenue 391" BO CHE Ba)HO ISl MIIAJICHLIEB C PUCKOM AIMJIENITHYECKUX
CIIa3MOB, MTOCKOJIbKY OoapcTBYomas 991" MOXKeT ObITh HOpMaJIbHOM, 2 aHOMAaJTHSI

MOXKCT MMPUCYTCTBOBATH TOJILKO BO CHC.

[IpucTtynHas

Bunbl odyaroBsie, pUTMUYHBIC STTUICOTU(GOPMHBIE PA3PsAbl, JEMOHCTPUPYIOIIHE

MPOCTPAHCTBEHHYIO KOPPEISILIUIO C PACILIETUHOM.



Ecau IMPUCYTCTBYIOT SIMHUJICITHYCCKUE CITa3Mbl UJIM IT'CHCPATIN30BAHHBIC ITPUITAAKH,

MOKET HaOItogaThCs uKTallbHast D31, cBsA3aHHAs C 3TUMH TUIIAMU TPUIIAKOB.
I'amaproma runorajsamyca

DJIEKTPOOHLEDPAJIOT'PADUA

®oH

®onosast D3I" MokeT ObITh HOPMAJIBHOM, M YaCTO NU3HAYAJIbHO TAKOBOU SBIIAETCS.
Taxoke MokeT HabIIJaThbCs 0YaroBoe 3aMeyieHue (BUCOYHas > JJoOHas >
3aTbuIOYHAs 00sacTH). [Ipyn HanMuMyM SNUIENTUYECKUX CIa3MOB WIIU
reHepaIn30BaHHBIX TUIIOB MPUCTYTIOB (DOH MOXKET IMOKa3bIBATh PACIIPOCTPAHECHHOE

3aMCIJICHUC UJIN TUIICAPUTMHUIO.

MexnpucrynHas

HNurtepukranshas 931" 00b1vHO HOpMabHasi. MokeT HaOMI0AaThCsl OYaroBas
WHTEPUKTAIbHAS SMUIEOTHPOPMHAs aHOMaHsI (BUCOYHAS > JTOOHAsS > 3aThUIOYHAs

obractn).

MHorooyaroBble He3aBUCHMBbIE CIIAMKHN WU T€HEPaAIM30BaHHBIE CIIAHK-BOIHbI
(06pruHO <3 I'1) MOryT HaOMIOIaThC Y NAMEHTOB C FT€HEPATN30BAHHBIMU TUIIAMU

IIPUCTYTIOB.

FI/Il'IcapI/ITMI/I}I MOKCT Ha6JII-OIIaTbCSI Y HAalMMCHTOB C SIMHJICIITUICCKUMU CITa3MaMH.

AxTuBaus

Anomanus O3 ycunmBaeTcs Mpu JUIIEHUU CHA, P COHJIMBOCTHU U BO CHE.

[Tomyyenune 31" BO Bpemsi CHA BayKHO JIJISI MIIQJIEHIIEB C PUCKOM SITHIICNTUYECKUX



CIa3MOB, MOCKOJIbKY D3I B cOCTOSIHUM OOAPCTBOBAHUS MOKET OBITh HOPMAJIHHOM,

a aHOMaJIUA MOXKCT IIPUCYTCTBOBATh TOJIBKO BO BpEMA CHA.

[Tpucrynnas

['MnoTanamuyeckue raMmapToMbl He nogaatotcst DI ckanbia, a uktanbHas 931
MOKET ObITh HOPMAJIbHOW MJIM MOYKET IMOKA3bIBATh TOJIBKO JIETKOE 3aTyXaHUE WU

PUTMHUYCCKOC 3aMCIJICHUC.

Ecau MPUCYTCTBYIOT SITMJICTITHYCCKUC CIIa3MbI WJIU T'CHCPAJIM30BAHHBIC IIPUITIAIKH,

MOKET ObITh BUAHA UKTaIbHAs DO, CBSI3aHHAS C ’TUMU THUIIAMU TIPHUITAIKOB.
COCYAUCTBIE MAJIBb®OPMAILINN

AHruoma mosra

OJIEKTPOSHIIEDAJIOT'PADUA

®oH

donoBasg D3I MOXKET OBIThH HOpMaHBHOﬁ NI MOJXKCT II0Ka3bIBaATh O4aroBOC

3aMCIJICHUC UJIN 3aTyXaHHUC B obnacTn aHI‘I/IOMBI(OM) Mo3ra.

MexnpucrynHas

OuaroBas HHTCPUKTAJIbHAA aHOMAJIUA MOKCET H36JIIOI[3TBC$I B MCCTC

PACIIOJI0KEHUSI aHTHOMBI(0) MO3Tra.

AxTHUBaIus

Anomamusa D01 YCUIINBACTCA IIPH JIMIMICHNA CHA, B COHJIMBOCTH U BO CHC.



OCTOPOXHO! runepBeHTUIIALIMS BBI3BIBAET CYKEHUE COCYA0B TOJIOBHOTO
MO3ra, KOTOpasi MOKET MPH ONPEEICHHBIX 00CTOSITEIbCTBAX HAPYIIUTh
KPUTHUYECKYIO Tepdy3usi TOJIOBHOTO MO3Ta M BBI3BATh HEBPOJIOTUYECKUE
cuMIToMbI. [Ipy HanMUUKU BHYTPUYEPEIIHBIX COCYAUCTHIX MallbopManiuii

TUINCPBCHTUIALIUIO JIYHIIC n30erarhb

[IpucrynHas

OuaroBble pUTMUYHBIE YTHIECHTUGOPMHBIE pa3psiAbl BOZHUKAIOT BO BPEMsI

OYaroBbIX MPUMNAJKOB C MPOCTPAHCTBEHHOM KOppeEsIUel ¢ aHruoMoi(aMu) Mo3ra.
CUHAPOM CTOPA/XKA-BEBEPA

DJIEKTPOOHLEDPAJIOTPADUA

®oH

donoBasg D3I MOXKET OBIThH HOpM&J’IBHOﬁ NI MOJKCT II0Ka3bIBaTh O4aroBoOcC
3aMCIJICHUC UJIM 3aTyXaHUC B 00J1aCTH JIENITOMEHUHT€AIbHOW aHTHOMBI. HpI/I
HaJIMYKUHU SITAUJICTITUYICCKUX CIIA3MOB HUJIN I'CHCPAJIN30BAHHBIX THUIIOB IIPUCTYIIOB

(G OoH MOKET MOKa3bIBATh PACIIPOCTPAHEHHOE 3aMe/JICHUE WIIA TUTICAPUTMHUIO.
MexnpucrynHas

MoskeT HaOII0JaTHCS 0YaroBasi MHTEpUKTaIbHAs SMUICOTUPOPMHAS aHOMAHS

HaJl MECTOM PaCIIOJIOKCHUA JICITOMEHUHI€AJIbHOM aHTMOMBI.

MHOroo4yaroBble HE3aBUCHUMBIE CITANKH WM T€HEPAIN30BAHHBIE CITANK-BOJIHBI
(00bryHO <3 I'11) MOTYT HAOJIOAATHCS Y MAIMEHTOB C TeHEPATM30BaHHBIMU TUITAMU

IIPUCTYTIOB.
['uncapuTmust MOXeT HaOMIOAAThCS Y MAMEHTOB C AMIICITUYECKUMH CTIa3MaMH.

AKTuBanus



Anomanus D91 ycunuBaeTcs IpH JUIIEHUH CHA, IPU COHJIMBOCTH U BO CHE.
[Tomyuyenne 31" Bo BpeMs CHa Ba)KHO AJISt MIIQJCHLIEB C PUCKOM AIHICITUYECKIX
CIa3MoB, MOCKOJIbKY D3I B cOCTOSIHUU OOAPCTBOBAHUS MOXKET ObITh HOPMAJILHOM,

a aHOMaJIUA MOXKCT IIPUCYTCTBOBATb TOJIBKO BO BpEMS CHA.

OCTOPOXHO runepBeHTUWISIIMS BbI3bIBAET CYKEHUE MO3TOBBIX COCY/IOB,
KOTOPOE TIPH OMPEAEIEHHBIX 00CTOATEIHLCTBAX MOXKET HAPYIIUTh KPUTHUUECKYIO
nepedpagbHyro nepQy3uto U BbI3BaTh HEBPOJIOTUUECKUE CUMIITOMBI.
['unepBeHTHIIALIMK JTy4llle U30eraTh NpU HAJTUYUKU BHYTPUUEPETTHBIX COCYAUCTBIX

Masb(popMaruii.

[Ipucrynnas

dokanpHple pUTMHYHBIEC STMIENTU(HOPMHBIE pa3psibl BOZHUKAIOT BO BpeMsi
(pOKaNbHBIX IPUCTYIIOB C IPOCTPAHCTBEHHON KOPPEIALIUEH C

JIENITOMEHUHT€AJILHOU aHTUOMOM.

Ecau npucyTCTBYIOT SNIIEITUYECKUE CTIa3Mbl WU T€HEPAITM30BAHHbBIC PUCTYIIHI,
MOKET pEerucTpupoBaThcs npucTynHas D31, cBSi3aHHAas C 3TUMU TUIIAMHU

IIPUCTYTIOB.
APTEPUOBEHO3HAS MAJIb®@OPMALIUA
OJIEKTPOOHIED®AJIOTPA®UA

don

®onoas 331" MOxeT ObITh HOPMAJILHOW MIJIM MOYKET MOKA3bIBaTh 0YaroBoe

3aMe/IJIEHUEe WJIU 3aTyXaHHue B 00JIaCTH apTEPUOBEHO3HOU MalibhopMaIuu.



MEXIIPUCTVYIIHAA

MexnpuctyrHbie GoKaIbHbIE CIIANKU WM OCTPbIE BOJIHBI MOTYT OBITh BUJIHBI B

MeCTe apTepUOBEHO3HON Maib(hOopMaIIHH.

AKTuBanus

AnoManus D01 ycuiMBaeTcsl IpH JJMIIEHUHN CHA, IPEMOTE U BO CHE.

OCTOPOXHO runepBeHTUISLMS BbI3bIBAET CYKEHHE COCYI0B MO3ra, KOTopas
MOJKET IIPU ONPEAEIIEHHBIX OOCTOATEIBCTBAX HAPYLIUTh KPUTUUECKYIO NTepy3HUt0
MO3ra 1 BbI3BaTh HEBPOJIOTHYECKUE CUMIITOMBI. [ MIIEPBEHTUIIALIMU JTyYIlIe

n30erath Mpy HAJIUYUU BHYTPUUEPEITHBIX COCYIUCTHIX Mab(pOpMaIIUii.
[IpuctynHas

dokanbHBIC PUTMUYHBIC ATHICTTH(OPMHBIE Pa3pPsiIbl BOSHUKAIOT BO BPEMS
0YaroBbIX MPUIIAAKOB C MPOCTPAHCTBEHHOW KOPPEISIIUEN C ApTEPUOBEHO3ZHOU

Masb(popMarueil.
CKJIEPO3 I'NIIITOKAMIIA
SJIEKTPOOHUEDAJIOT'PADUA

don

®onoBast 31" 00bIYHO HOpMAJIbHAS, XOTS MOKET HAOII0IaThCS HE3HAUUTEIILHOE
¢dboHOBOE 3ameieHne. Y TPETH MalMeHTOB HAOII0JaeTCsl BpEMEHHAs IPEPhIBUCTAS
putMudeckas nenbTa-akTuBHOCTE (TIRDA), HabmomaeMas Ha CTOpOHE CKIIepo3a

T'dIIrmoKamMiIia.



MexnpucryrnHas

MexmnpuctynHas 31" MoxkeT ObITh HOpMAJILHOM MIJIM MOKET MTOKa3bIBATh
OYaroBbI€ OCTpPbIE BOJIHBI, CHANKHN UM CHIAHK-BOJIHbBI, MAKCUMAJIbHO HaJl
NEpeTHUMH BUCOYHBIMU JIEKTPOJAMHU Ha CTOPOHE CKJepo3a runnokammna. I

TAaKXEC MOXKCT IIOKa3bIBATh 6I/ITCMHOpaJ'II)Hy10 AHOMAJIUIO.

AxTHBaus

Anomamus 20T YCHUJIMBACTCA ITPH JTUIICHHWHU CHA, B COHJIMBOCTHU U BO CHC.

dokaabHOE 3aMCAJICHUC (bOHa MOXKCT YCHUIIMBATBCA BO BPCMA T'MIICPBCHTHIIALINNA.

[IpucrynHas

[IpuctymHOE HaYaI0 B THUIIOKAMITe OOBIYHO CBSI3aHO C KJIMHUYECKUM HA4aJIoM
MpUCTyMNa A0 MOSIBJIICHUS U3MEHEHUM Ha cKaboBoil D3I . 1o uzmenenue I9I,
KOT/Ia OHO MPOUCXOIUT, MOXKET IPEAIIeCTBOBATh TuhPy3HOMY MiIH
JaTepan30BaHHOMY 0/1aByieHUIO. [I[pUcTynHbIN maTTepH 0OBIYHO MPEACTABIISIET
co001 OCTENEHHOE HapacTaHUE PUTMHUYECKOMN ab(a- WK TeTa-aKTUBHOCTH C
HAJI0’)KEHHBIMU TUKAMH WJIM OCTPHIMU BOJIHAMH WK 0€3 HUX, MAKCUMAJIbHBIMU B
NepeHUX BUCOYHBIX JIEKTPOJaxX Ha CTOPOHE CKIIEpO3a rMIMOKaMIIa.

[TocnpuctyrnHas MeIeHHas: aKTUBHOCTh HaOIIOJAETCS B TEX K€ AIEKTPOJAX.
TMIIOKCUYECKU-UIITEMWYECKHN

BpoxaeHHbIH HHCYILT

SJIEKTPOOHUE®AJIOT'PAOUA

don



donoBasg D3I MOXKET OBIThH HOpM&J’IBHOﬁ HJIM ITOKAa3bIBATh O4YaroBo€ 3aMCIJICHUC
HaJ MECTOM HHCYJIbTA. HpI/I HaJIN4YUH SMWICIITUYCCKHUX CIIa3MOB HUJIN
TCHCPAJIN30BAHHBIX THIIOB IIPUITAIKOB (1)0H MOJKCT ITOKa3bIBATh PACIIPOCTPAHCHHOC

3aMCIJICHHUEC UJIN TUIICAPUTMHUIO.

MexnpucrtyrnHas

Mexnpuctynnas 931" MoxkeT ObITh HOPMAJILHON WJIHM MOKAa3bIBaTh OYAaroBYyIO

MEKHUKTAIBbHYIO AMIIENTU(OPMHYIO aHOMAJIHUIO HaJl MECTOM MHCYJIbTA.

MynbTudokaibHble HE3aBUCUMBbIE CIIaKU WM T'€HEPaTU30BaHHbIEC CHIAK-BOJIHBI
(0ObryHO <3 I'11) MOXKHO HAOIIOJATH Y MOJIOJIBIX MAIIUEHTOB, Y KOTOPBIX

Pa3BUBAIOTCS T'€HEPATU30BAHHBIE TUITBI TPUMATKOB.
['uncaputMust MOKET HAOIIOAATHCS Y TIAIMEHTOB C AMIICTITHYSCKIMU CIIa3MaMH.
AKTuUBanus

AnoManus D01 ycunuBaeTcsi IpH JIMIIEHUU CHA, B COHJIMBOCTH U BO CHE.
[Tosryaenne 331" Bo cHe Ba)XHO AJ1 MJIaIEHLEB C PUCKOM AIMJIEHTHYECKUX
CHIa3MoB, ITOCKOJIbKY OoapcTByromas 991" MokeT ObITh HOPMAJIBHOM, @ aHOMAJIHS

MOXKCT MMPUCYTCTBOBATH TOJILKO BO CHC.

doxkanpHOE 3ameieHre (POoHA MOKET ObITh YCHIIEHO BO BPEMS TUIIEPBEHTHIISLIUU

npu (HOHOBOM 11€peOPOBACKYJIIPHOM 3a00JI€BaHUU.

OCTOPOXHO runepBeHTUIIALUSA BBI3BIBAET CYKEHHUE COCY0B MO3ra, KOTopas
MOXET IIPHU ONPEICIICHHBIX 00CTOATENIBCTBAX HAPYIIUTh KPUTUUECKYIO MO3TOBYIO
nepdy3uio U BbI3BATh HEBPOJIOTMUECKUE CUMITOMBI. [ MTTEpBEHTUIIALINIO JIyYIlIe
n30eraTh NPy HATMYUKU BHYTPUUYEPETTHBIX COCYAUCTBIX Malb(OopMaluii UiTu

HapyIIEHHOU 1IepeOpaibHON TIepdy3Uu.



[Tpucrynnas

Hanuure gokanbHbIX, pPUTMUYHBIX SMUIEOTU(OPMHBIX Pa3psiioB SBIISIETCS
HanOoJIee XapakTepHOl 0COOCHHOCTHIO CKaIbIIOBOM D3I y MaiueHToB ¢
(hoKaTLHBIMU TPUITAIKAMU, TIOKA3bIBAIOIIEH MTPOCTPAHCTBEHHYIO KOPPEIISIITUIO C

MCCTOM HMHCYJIbTA.

Ecau IMPUCYTCTBYIOT SMHUJIICITHUYCCKUEC CITa3Mbl UJIM I'CHCPAJIIM30BAHHLBIC ITPUITAAKH,

MOJKeT HaOmoaaThes uKTasbHas D21, CBs3aHHAs C 3TUMU TUIIAMH NPUTIAIKOB.
T'HIIOKCHYECKH-UIIIEMUYECKOE IIOBPEK/IEHUE
SJIEKTPOOHUE®AJIOT'PAOUA

don

Pe3ynbTathl 3aBUCAT OT TSAKECTH TMIIOKCHYECKU-UILIEMHUYECKOTO MOBPEXKAECHUS, HO
00b14HO QoHOBast DOI" MOKa3bIBAET PACIPOCTPAHEHHOE 3aMEJIEHUE C
u3MeHeHueM amruiutyasl 31" Bo Bpemst ocTpoit TpaBMbl. [1o3xe GoH MOXKET ObITH

HOPMAJIbHBIM HUJIH IOKA3bIBATH OYAI'OBOC UJIM PACIIPOCTPAHCHHOC 3aMCAJICHHC.

MexnpuctiryHas

MexnpuctymnHas 331" MOKeT ObITh HOpMAJIBHOM MJIM MOKET IMOKa3bIBaTh
0YaroByI0 WJIM MHOTOOYAaroBYI0 MEKUKTAIBHYIO SMUAIENTU(HOPMHYIO aHOMAITHIO

HaJl MECTOM(aMH) MOBPEXKICHUS MO3Ta.

MHoroo4aroBbsle HE3aBUCUMBbIE CIIAWKUA WUJIM T€HEPAJIM30BAHHbBIE CITANK-BOJIHbI
(00bryHO <3 T'11) MOXKHO YBHUETH Y MOJIOJIBIX MAIIUEHTOB, Y KOTOPHIX Pa3BUBAIOTCS

T'CHCPAJIN30BAHHLIC TUIIBI IIPHUITIAIKOB.



FHHC&pI/ITMI/IH MOJKET OBITH 3aMeUCHa Y MOJIOABIX ITAIKMCHTOB, Y KOTOPBIX

Pa3BHUBAIOTCA SOIIUIICIITUICCKUEC CIIA3MBI.

AKTuBanus

AnoMmanus D01 ycunuBaeTcsl IpH JIMIIEHUHU CHA, IPYU COHJIMBOCTH U BO CHE.
[Tomyuenue 391" Bo BpeMs CHA BayKHO JUJIS1 MIIQ/ICHIIEB C PUCKOM SIUAJIENTUYECKUX
CIIa3MOB IOCJIE TUITOKCUYECKU-UILIEMUYECKOTO MOBPEXKACHHUS, Tak Kak D21 B
COCTOSTHUM 0OPCTBOBAHUS MOXKET ObITh HOPMAaJIbHOW, @ aHOMAJIHSI MOKET

PUCYTCTBOBATH TOJIBKO BO CHE.

[Tpucrynnas

[Ipu Hamuuuy QoKaIbHBIX MPUCTYIIOB HAOMI0Aat0TCS (POKAIbHBIC PUTMUUECKHE
AMUIENTH(GOPMHBIE Pa3psi/ibl, TOKA3BIBAIOIINE MPOCTPAHCTBEHHYIO KOPPEISITUIO C

00J1aCThIO MOBPEXKACHUS MO3ra, U3 KOTOPOM BO3HUKAIOT (POKATIBLHBIE MPUCTYTIHI.

Ecnu npucyTCTBYIOT 3MWIENITUYECKHUE CTIa3Mbl WJIM T€HEPATM30BAHHbBIE MTPUCTYTIHI,

MO’KeT HaOmoaThes uKTasibHas D31, CBS3aHHAs C STUMU TUIIAMH MPUCTYIIOB.
YEPEIITHO-MO3I'OBAS TPABMA

OJIEKTPOSOHIEDAJIOIT'PAD®UA
don

P C3yJIbTAThI 3aBHUCAT OT TAXKCCTH TPABMATUYICCKOI'O IMOBPCIKACHUS, HO 0OBIYHO

q)OHOBa}I O0I" moka3bIBaeT PaCIpOCTPAHCHHOC NUJIN 049aroBoC 3aMCAJICHUC C



n3MeHeHrueM aMIuIuTy sl 31" Bo Bpems ocTpoii TpaBMbl. [1o3xke poH MOKET ObITH

HOPMAaJIbHBIM WJIM NTOKa3bIBaTh 04aroBOE WK PACIIPOCTPAHEHHOE 3aMEJICHUE.
MexnpucryrnHas

Mexnpuctynnas 931" MoxkeT ObITh HOPMAJIbHBIM WJIM MOKET MTOKa3bIBaTh
OYaroBYIO WIH (MYJIbTH)OYaroByo SMUIECOTHPOPMHYIO AHOMAIHIO HAJ|

MCCTOM(aMI/I) TPAaBMATUYCCKOI'O IMOBPCKIACHUA MO3T'a.

MynpTudoKkaibHble HE3aBUCUMBIE CITAiKH WM T€HEPATU30BaHHbIE CIIAIK-BOJIHBI
(00p14HO <3 I'1) MOKHO YBUAETH Y MOJIOABIX NAIMEHTOB, Y KOTOPBIX Pa3BUBAIOTCS

ICHCPAJTN30BAHHBIC TUIIBI IIPUITAIKOB.

FHHC&ppI/ITMI/IH MOJKET OBITH 3aMeUeHa Y MOJIOABIX IMMTAOUCHTOB, Y KOTOPBIX

Pa3sBUBAIOTCA SMTUIICIITUYICCKUEC CIIa3MBlI.

AKTuBaus

Anomanus D01 ycunmBaeTcs py JULIEHUN CHA, IIPYU COHJIMBOCTHU U BO CHE.
[Tomyuenue 391" BO BpeMs CHA BayKHO JUJISI MIIAJICHIIEB C PUCKOM SIUJIENTHYECKUX
CITa3MOB IIOCJIE YEPETHO-MO3TOBOM TPaBMBI, TaK Kak DI B cocTOsSIHUM
00ApCTBOBAHUS MOXKET ObITHh HOPMAJFHOM, @ AHOMAJIHSI MOXKET MIPUCYTCTBOBATh

TOJIBKO BO CHC.

[IpuctynHas

[Tpu Hamuum (HoKaTBHBIX MPUTIAIKOB HAOMIOAAIOTCS (DOKAIBHBIE PUTMHUYECKUE
AMUIEHTUGOPMHBIC PA3PSAbI, TOKA3BIBAIOIINE MPOCTPAHCTBEHHYIO KOPPETAIUIO C

00J1aCTBIO MOBPEXKACHUS MO3ra, U3 KOTOPOU BO3HUKAIOT (hOKATBHBIE MPUTIAIKH.



Ecau IMPUCYTCTBYIOT SIMHUJICITHYCCKUE CITa3Mbl UJIM IT'CHCPATIN30BAHHBIC ITPUITAAKH,

MOKET HaOItogaThCs uKTallbHast D31, cBsA3aHHAs C 3TUMH TUIIAMU TPUIIAKOB.
OITYXOJIN

JAn33MOpuoIuIacTHYECKAs HEUPOINMUTETHATBHAS OIYX0JIb
OJIEKTPOSHIEDQAJIOTPADUA

®oH

®onoBast 31" Mo)keT ObITh HOPMAJIBHON MJIM MOKET NTOKA3bIBATh 0YaroBOe
3amegiienre Hag DNET. [Ipu Hannyuu 3sniIenTHYECKUX Clia3MOB WU
reHepaJIM30BaHHBIX THUIIOB MPUCTYIIOB (JOH MOXKET IMOKa3bIBaTh PACIIPOCTPAHEHHOE

3aMCIJICHUC UJIN TUIICAPUTMHUIO.

WNHTepukTanpHas

HNuTtepukranbHas 931" MOXKET ObITh HOPMAJIBHON WIIM MOXKET MOKa3bIBaTh
OYaroBYIO HHTEPUKTAIBHYIO MUIECOTUPOPMHYIO AHOMAIMIO HaJl MECTOM

pacniosioxxenust DNET.

MynbsTrudoKaIbHbIE HE3aBUCUMbBIE CIIAHKK WJIM T€HEPAIM30BaHHbIE CITAK-BOIHBI
(06pruHO <3 I'1) MOryT HaOMIOIATHCS Y MAIMEHTOB C T€HEPATM30BAHHBIMU TUIIAMU

IIPUCTYTIOB.

FHHC&pI/ITMI/IH MOXECT Ha6J'IIOI[aTBC$I Yy NagyCHTOB C SIMUJICTITUYCCKUMU CIIa3MaMU.

AxTHBanus

Anomanus O3I ycunmBaeTcs Ipy JTULIEHUN CHA, B COHJIMBOCTH U BO CHE.

[Tonyuenne D31 BO CHE BaXHO JII MIIAJICHIIEB C PUCKOM SIHJICTITUYECKUX



CIIa3MOB, MMOCKOJIbKY 00apcTBytomIas 391" MOXKeT ObITh HOPMAIbHOM, a AaHOMAJTHS

MOXKCET MMPUCYTCTBOBATH TOJILKO BO CHC.

Hxrannunie

Hanunune oyaroBbIX, pUTMUYHBIX SMUAIECOTHPOPMHBIX pa3psAI0B SABISAETCS
Haubosee xapakrepHoil yepToit D3I koxu royioBsl y manueHtos ¢ JJHI0,
MOKa3bIBAIOIIEH MPOCTPaHCTBEHHYI0 Koppessinuto ¢ JJHD0. JIHD0, kotopeie He
NOCTyIHBI 11 D3I KOKH IOJIOBBI, MOI'YT UMETH IIJIOXO JIOKAJIM30BAHHbBIE
UKTaJIbHbIE U3MeHeHus Ha DI ¢ marTepHaMu, KOTOPbIE MOTYT BKJIIOYATh €/Ba

3aMCTHOC 3aTyXaHHEC UJIN TOJbKO PUTMHYCCKOC 3aMCIJICHUC.

Ecan MPUCYTCTBYIOT SITWJICIITUYICCKHUC CIIa3Mbl WJIN I'CHCPAJIM30BAHHBIC ITPUIIA/IKH,

MOKET HaOII01aThCs MKTaTbHast D31, CBA3aHHAS C STUMH TUITAMH TIPUTIAIKOB.
MHOPOHIE®AJIBHASA KUCTA

DJIEKTPOOHLED®AJIOTPADUA

®oH

®donoBas DI MOXKET OBITh HOPMAJTLHOW MIJTH MOYKET MTOKA3bIBATh 0YaroBOe
3aMeTIeHe HaJl KUCTOW. PacripocTpaneHHOE 3aMeIJICHHe MOXKET HaOII0AaThCs,
€CIT paHee UMEJIO MECTO PACIPOCTpaHEHHOE Mopaxenue. [Ipu Hanmaum
AMUJICITUIECKUX CIIa3MOB WJIM TeHEPAITM30BAHHBIX TUTIOB MPUTIAJAKOB (POH MOKET

IMOKa3bIBATH PACIHIPOCTPAHCHHOC 3aMCIJICHUC NI TUIICAPHUTMUILO.

WNHTepukTanpHas

HNuTtepukranpHas 931" MOXKET ObITh HOPMAJIBHOM WJIM MOXKET MOKa3bIBaTh

0Y9aroByro MCXKHUKTAJIbHYIO BHI/IJICHTH(i)OpMHy}O AHOMAJINIO B MCCTC PACIIOJIOXKCHUA



KHCTEI. MYJII)TI/I(bOKaJIBHBIC MCKHUKTAJIbHBIC paspsaabl MOI'YT Ha6JI}O,ZIaTBCH, €Cim

paHee UMEeJI0 MECTO PacpOCTpaHEHHOE MOpaKEHHE.

MynbTH(OKaIbHbIE HE3aBUCUMBIE CIIAWKH WM T€HEPATU30BaHHbIE CIIANK-BOJIHBI
(06p14HO <3 I') MOryT HaOMKOIATHCS Y NAMEHTOB C F'€HEPATM30BAHHBIMU TUIIAMU

IMpUITaaAKOB.

FHHC&pI/ITMI/IH MOKCT Ha6JII-OIlaTI)C}I Y HalUCHTOB C SIMMUJICIITUICCKUMU CITa3MaMH.

AxTHUBaus

AnoMmanus D91 ycunuBaeTcsl IpH JIMIIEHUHU CHA, IPYU COHJIIMBOCTHU U BO CHE.
[Tomyuenue 331" Bo BpeMs CHA BayKHO JIJIS1 MJIQ/ICHIIEB C PUCKOM SIUJIENTUHYECKUX
CIa3MoB, MOCKOJIbKY D3I B COCTOSIHUU OOAPCTBOBAHUS MOXKET ObITh HOPMAJIBHOM,

4 aHOMAJIUA MOXKCT IIPUCYTCTBOBATH TOJILKO BO BPCMA CHA.

HNxranpHblii

Hannuue o4aroBeIX, pUTMUYHBIX SMUIENTA(DOPMHBIX Pa3psiI0B SBISETCS
Haubosee xapakTepHO 0COOEHHOCTHI0 DI KOXKH IoJIOBBI y MALUEHTOB C
IPUCTyaMH, CBSI3aHHBIMU C TIOPIHIIE(PATUIECKON KUCTOM, MOKa3bIBas

MPOCTPAHCTBEHHYIO KOPPEJISILIUIO C KUCTON U €€ KpasiMHu.

Ecau IMPUCYTCTBYIOT SMTMJICTITHYCCKUC CIIa3MbI WJIN I'CHCPAJIN30BAHHBIC IIPUCTYIIBI,

MOJKET HaOIoaThCs MKTasIbHas D31, CBs3aHHAs C 3TUMU TUIIAMH NIPUCTYIIOB.
HEMN3BECTHASA OTUOJIOI'UA

CUHAPOM PACMYCCEHA



DJIEKTPOOHIUEDAJIOTPADUA
don

PazBuBaercst acummerpust hoHoBoi D3I ¢ morepeit HOpMaTbHBIX
(U3HOIOTUYECKUX PUTMOB U MPOTPECCUPYIOINIECH MEIJIEHHOW aKTUBHOCTHIO,
MOSABJISIOIIENCS HAJl TTIOPAXKECHHBIM MTOIYIIAPUEM. Y MEHBIIMHCTBA MAIIMEHTOB

D3I MokeT ObITh HOPMAJILHOM MPU MPEABIBICHHUH.

NnTepukTanbHbIN

OnunentudopmMHasi aKTUBHOCTb 4acTO BCTPEUYAETCS HaJl HOPaKEHHBIM
noJymapueM B UHTepuKkTaibHOM D3I, MoskeT ObITh (oKabHas
AMWIENTU(POPMHAsL aKTUBHOCTh, KOTOpPasi CTAHOBUTCS PacpOCTPAHEHHOM.
[TosiBneHre KOHTpaIaTepaIbHON AMHIECOTU(POPMHON AKTUBHOCTH MOXKET

KOPPEIUPOBATh C BO3HUKAIOIIUM CHIKCHHUEM KOTHUTHBHBIX (DYHKITHA.

AxTHUBaIus

Anomamusa D01 YCUIINBACTCA IIPH JIMIMICHUN CHA, B COHJIMBOCTH U BO CHC.

HxransHbiin

dokanpHble UKTATBHBIE pa3psiabl D3I MoryT HaOIIOAATHCS MTPH POKAIBHBIX
MPUCTYIAaX, OHA YaCTO OBIBAIOT YaCThIMU U (prkcupyroTcs Ha OII. IIpucTyrmbl
MOTYT BO3HHMKaTh U3 HECKOJBKUX 04aroB B MOpakeHHOM nonyapuu. Epilepsia
partialis continua MOKeT HE COIPOBOXKIATHCSI TOBEPXHOCTHBIM M3MEHeHHeM D1
N3-3a uncuinarepaibHOM aTpopuu IPUCTYIIbI, 3aperucTpupoBanHbie HA DI,

MOTI'yT UMCTb Ooiee BBICOKYIO aMIIJIMTYy Ha KOHTpaHaTepaJIBHOI\/'I CTOpOHC.

CHUHJIPOM SMWIENCHH, CBS3AHHBIN C ®EEPUJILHOI
MH®EKIUEN (FIRES)



DJIEKTPOOHIUEDAJIOTPADUA
don

Ha6moz[aeTc;1 0o4aroBoc, MYJII)TPI(I)OKaJILHOC HJIK TCHCPAJIN30BAHHOC 3aMCJICHUC.

NuTepukTanbHbIN

e HalGmrogarorcs snunenTuopMHbIe aHOMAITNH, KOTOPbIE MOTYT OBIThH

O4aroBbIMHU, MYJIBTI/I(bOKaJ'IBHBIMI/I WK TCHCPAJIN30BAHHBIMU.

e DKCTpEeMalbHBIN MATTEPH AENbTa-IIEeTKH MOXKET HAOII0JaThCS B JIOOHBIX
VI HEHTPATBHBIX 00JIACTAX C PUTMHUYECKOH JeNbTa-aKTUBHOCTHIO 1-3 I'11 ¢

HAJIO)KEHHOM 0E€Ta-aKTUBHOCTHIO.
HxranpHblin

W kTasbHBIN TATTEPH 00BIYHO MpecTaBisieT coboi purmudeckue 10 ['i-crialiku u
KOMIUIEKCHI CITAaK-BOJIHA C HU3KOM WJIM YMEPEHHOU aMILIUTYIOU. TsKecTh
MPUCTYTIOB BBICOKAS, M MIPUCTYITBI BOSHUKAIOT U3 HECKOJIBKHUX O0MacTeit 000ux

MoJTyapuii, 0OObIYHO U3 BUCOUHBIX U JIOOHBIX 001acTei.

CaMoCTOSITEJIbHO OTPAHMYMBAIONIASICA (CeMeiHAs1) HEOHATAJbHAA IMMNJIETICUSA

(SeLNE)
don

®oH D3I MOkKeT ObITh HOPMATBHBIM UM MOKET MOKa3bIBaTh HE3HAYUTEIbHbIC
Hecrenuduueckue OTKIIOHeH!s. Bo BpeMs akTUBHBIX (Da3 IPUCTYIIOB MOXKET

HAOJII0IaThCSl 0YaroBOE WM PACIPOCTPAHEHHOE 3aMe/IJICHHE.

HNHTEepUKTaIbHBIN



OuaroBbie G)HI/IJ'ICHTI/I(bOpMHBIC OTKJIOHCHHA MOXKHO Ha6JII-O,ZIaTB IMPUMCPHO B JIBYX
TPETAX CIIYy4acB, Yalll€ BCECIro B HCHTPAJIbHBIX, HCHTPOTCMIIOPAJILHBIX WU JIOOHO-

BUCOYHBIX 00JIaCTSX.

NxranpHblit

TUNUYHBIN UKTATBHBINA TATTEPH OBLI OMUCAH ¢ HAYaJIbHBIM 3aTyxaHnuem D01,
nponaospkaromuMcs 10 20 ¢, 32 KOTOPBIM CIIEAYIOT MOBTOPSIOIINECS CIIAiKOBbIE
pa3psiibl (B OCHOBHOM IIEHTPOTEMIIOPAJIBHBIE, XOTSI MOTYT OBITH 3aTPOHYTHI U
apyrue obnactu). Pa3psaasl yacto ObIBaIOT ABYCTOPOHHUMH, HO aCHHXPOHHBIMH U

MOT'YT MCHATD JIOKAJIN3aIIUTO OT IPUCTYIIA K IIPUCTYILY.

CamocTosTe/ILHO OrpaHnYuBaAOIIAACH ceMeilHAasi HEOHATAJIbHO-

nHpanTHIbHas dnuiiencus (SeLFNIE)
SJIEKTPOOHUE®AJIOT'PAOUA
®DoHOBasI, MEKIIPUCTYNHAS U UKTanbHas DI

OT0 ceMeiHas OIIUJICIICHA, TIPpU KOTOpOﬁ Y WICHOB CCMbU MOJKCT OBITH JTHOO
CaMOKYIIUPYIOIIasACA HCOHATAJIbHAS SITNIICIICHUA, b 1% (e10) CaMOKYIINPYIOIIasAaCAa

JACTCKas 3ITUJICTICHUA

CaMocTosiTe/IbHO OTPaHUYMBaKOIIAsICH (ceMeiiHasi) MHPAHTUIBLHAS

snwiencus (SeLIE)
DJIEKTPOSHIIEAJIOT'PADOUSA

don

®onosas D31 B HOpME.

BHUMAHMUE! quddyznoe 3amennenue pona 331" mpaBas CTpesika pacCCMOTPHUTE

JIPYTHU€ CHHAPOMBI JUJIETICUU.



BHUMAHMUE! Croiikoe ouaroBoe 3ame yieHUe B OJHOM 00JIacTH IpaBasi CTpeKa

PacCMOTPUTE CTPYKTYPHYIO aHOMAJIMIO MO3ra.

WHTepukTanpHas

HuTepukranpras 391" 00bYHO HOpMabHA, ONTMCAH BApUAHT CO CPEIUHHBIMU

crnaiikaMH BO BpCMs MCIJICHHOI'O CHA.

BHUMAHMUE! ®oxkanbHbIe ClTaiiku, CMEIIAONTHecs U3 OJHOM 00J1aCTH B IPYTYIO
B MOCJIeI0BaTENIbHBIX DI mpaBasi CTpeaKa paCCMOTPUTE IMUIICTICUIO

MJIaACHYCCTBA C MUTPUPYIOINMMHU O4aroBbIMHA IIpUITaIKAMMU.

HxranpHasg

[Ipumnagku CONpOBOKIAIOTCS O4aroBbIMM pas3psiiaMu, KOTOPbIE YaCTO HAYMHAKOTCS
B BUCOYHBIX WM 3alHUX oOnacTsax. Pacnonoxenrne nukraapHoro narrepaa 910
MOYET MEHATBCS OT IPUCTYTNA K MPUCTYITY, HO MUTPALlMU UKTAJIIbHOW JIOKAJIA3ALUN

B IIpcaciiax JF000T0 IMpUCTYIIa HC ITPOUCXOOUT.

I'eHeTH4eckasi Fnuiiencus ¢ pedpuabHbIME npuctynamu mioc (GEFS+)

CIIEKTP
SJIEKTPOOHUE®DAJIOT'PAOUA

don

®onoBas D3I HOpMasnbHasl.

HNHTepukTanpHas



HNurtepukransHas 931" yacTo HOpMabHasi, MOKHO YBUIETh T€HEPAITU30BAaHHY IO

CIaliK-BOJIHY WJIHA (PparMeHThl TeHepaIn30BaHHOMN CIIaliK-BOJIHBEI.

AxTHBaIus

AHoMmamus D01 ycunuBaeTcsl IpH JIMIIEHUHU CHA, B COHJIMBOCTH U BO CHE.
['eHepann3oBaHHas CAK-BOJIHA YaCTO CTAHOBUTCS (PparMEHTHUPOBAHHON MIPH
JMILIEHUU CHA UK BO cHe. dparMeHTHpOBaHHas FeHEpaIM30BaHHAs ClIaliK-BOJIHA
MOJKET Ka3aThbCs 04aroBOW WJIM MHOTOOYAroBOil, HO OOBIYHO HE HAOII0aeTCs
MIOCTOSTHHO B O7HOM oOyactu. Mopdonorus GokaabHON CIIalK-BOIHBI OOBIYHO

M0X0’a Ha T€HEePATM30BaHHYIO CIIAK-BOJIHY.

HxranpHas

HkranbHas 901" BapbupyeTcs B 3aBUCUMOCTH OT TUIIA TPOUCXOISAILIETO MPUCTYTIA,

CM. OTJICJIbHBIC TUTIBI IPUCTYIIOB IS TOTYUYEHUS JOTOTHUTEIBbHON HH(OPMAITUH.
Muokynonn4yeckas dnuiencus y miagaenues (MEI)

DJIEKTPOOHLUEDPAJIOT'PADUA

doH

®onoBas D3I HOpMasbHasl.

HNHTepukTanbHbI

MOFYT Ha6J'IIOI[aTI>C5I I'CHCPAJIN30BAHHLIC CHaMK- WM NOJMCHAaNK-BOJIHBI.

AxTHUBaus

FCHCpaJIHSOBaHHBIC CHaMK- WK NOJUCHAaMK-BOJIHBI MOI'YT aKTUBHPOBATLCA BO CHC.



HxranpHbIin

MuoKIOHHYECKUE MPUCTYIIBI CBSI3aHbI C TeHEPATU30BAHHBIMU CIIAHK-BOJIHAMU WM
MOJIUCTIANK-BOJIHAMHU paspsiaMu rpuMepHo Ha 3 ['ii. OHu yaille perucTpupyroTcs
BO BpEMsI CHA U MOT'YT OBITh BbI3BaHbI BHE3AITHBIM LIIYMOM UJIU IPUKOCHOBEHUEM

WM MIPEPBIBUCTON (POTOCTUMYIIAIIMEH.

PanHsisi neTckasi pa3BUBAOIIASICS M ANIMJIeNTHYeCKasi FJHIedasonaTusi

(EIDEE)
DJIEKTPOOHLIEDAJIOT'PADOU S
dounoBas/Mexukraibaas DO

®onoas D31 aHoManabHa BO BCEX COCTOAHUSX. J[J1 3TOrO cCUHApOoMa
00s13aTebHBI TUOO BCILIECK-TIOaBICHUE, INO0 MYIbTU(OKAIBHbIE
snunentTudopMHubie pa3psab ¢ nuddy3abv 3ameanenuem. [lartepH Bemieck-
MOJABJIEHUE COCTOUT U3 BRICOKOBOJIBTHBIX BCIIECKOB (150-300 MxB) cMemmanHbIx
CITalKOB M OCTPBIX BOJH, JIAIIMXCS 1-5 CEKyH[I, C UHTEPBAJIIOM MEXKTY
Berieckamu 3-10 cekyHa, Korja Ha0JI0aeTcsl BBIpaXXEHHOE MoAaBiaeHue (<5

MkB) 30T

HNxranpHas

HxkranpHas 931 MeHseTcs B 3aBUCUMOCTH OT TUIIA IMpUucCTyIia, CM. OTACJIbHBIC

THUIIBI IIPUCTYIIOB JJIA ITOJTYUCHUA I[OHOJ'IHPITCJ'IBHOﬁ I/IH(i)OpMaI_II/II/I.

SMUJIENCHUS MJAJEHIEB C MATPAPYIOIMMHI ®OKAJTHHLIMUA
MMPUCTYIIAMM (EIMFS)

OJIEKTPOOHIE®AJIOTPA®UA

don



®on I3 MoxkeT ObITh HOPMAJILHBIM B Hadajie, OAHAKO CO BPEMEHEM MPOUCXOIUT

nuddy3Hoe 3ameieHue GoHa.

NuTepukTanbHbIf

MynbTudokaibHble pa3psiabl TOSBIAIOTCS CO BpEMEHEM BO BCeX ciiyuasix. Penko

COOOIIAETCS O THUIICAPUTMHH.

AxXTUBaIUA

Anomamusa 20T YCUIINBACTCA IIPH JIMIMICHUHN CHA, B COHJIMBOCTHU U BO CHC.

HNxranpHbiin

HNkranpHas D01 [MOKHA TOKA3bIBaTh BOBJIECYEHUE HECKOJIBKUX HE3aBHCUMBIX
obOnacTeit Kopbl. MUTPHUPYIONUN MAaTTEPH MOATBEPKIAACTCS (IJIT 3TOTO MOXKET
noTpedoBaTecs JnuTenbHas O3I'), Korga B OJHOM M TOM K€ HPHUCTYIIE

IIOCJIACA0BATCIIHHO BOBJICKAIOTCA HCCKOJIBKO HC3aBHUCUMBIX obnacrei KOPEI.

CUHIPOM WHO®AHTWIBHBIX SIWJIENTHYECKAX CIIA3MOB
(IESS)

®donoBas/mexnpuctynnas I3 @onoBas 31" MOXKET MOKa3bpIBaTh 0OYArOBOE HIIN
muddysnoe 3amemiennie. BHUMAHUE! ®onoBas 331 MoxkeT ObITh HOpMaIbHON
BCKOpE TMOCJ€ Hayala SMUJICNTHUYECKUX CIa3MOB, HIJIM AHOMAIUS MOXET OBITh
3aMeTHa TOJBKO BO CHE WM TpHu mnpoOyxaeHun. NHrepukranbHas PoHOBas U
MexnpucTynHass 931" MOryT ObITh CHUJIIBHO J€30PTaHU30BaHbI C HEPETYIISPHBIMU
MEJUICHHBIMH ~ BOJIHAMHU  BBICOKOI'O  HANPSKEHUS,  CMEIIAHHBIMU €
MyJIbTU(POKATBHBIMU ~ CIIAKaMKW W TOJIMCIIalkaMu, 9TO  Ha3bIBaeTcs
«TUTNCApUTMUEH». Y HEKOTOpPHIX TMAalMEHTOB MOTYT OBITh OYaroBble WU

MyIbTU(OKATbHBIE pa3psansl 0e3 rurncaputMun. AktuBanus AnHomamus D30



YCUJIMBAETCS B COHJIMBOCTH, BO CHE M TMpu npoOyxiaeHud. MkranpHas
DONUIENITUYECKHUE CIIa3Mbl Yallle BCEro COMPOBOXKAAIOTCS Tpex(da3HOU OCTpOr Hiin
MEJUICHHOW BOJIHOM BBICOKOTO HAMpPSDKEHUs, 3a KOTOPOH clieayeTr ObicTpas

AKTUBHOCTb HU3KOM aMIUIMTY/Ibl U 3aTyXaHUE HAMPSIKEHUS.
CHUHIPOM JIPABE (DS)
don

@®oH O00BIYHO HOPMAJIbHBIA (BHE MOCTHKTAJIBHOIO IEpUOAa) Ha TEPBOM TOdY

KHU3HHU. MeI[HeHHaH AKTUBHOCTB MOJKCT IMOABUTLCA C BO3PACTOM.

W HTEepHUKTaIbHBIN

Mo>xHO Ha0Jr01aTh HHTEPUKTAIBHBIE Pa3psJibl, KOTOPbIE MOTYT ObITh O4aroBBIMH,

MHOI'0049aroBbIMH UJIHN I'CHCPAJIU30BAHHBIMHU.

AxTHUBaIus

Anomamusa 20D YCUIIMBACTCA IIpU JIMIICHHUM CHA, B COHJIMBOCTH H BO CHC.
doToHHas n IMaTTCPHOBAsA CTUMYJISAIUA MOXET CIIpOBOLIMPOBATDH
BHPIJICHTI/I(i)OpMHYIO AHOMAJIMIO Y HCKOTOPBLIX ITAOUMCHTOB C COIIYTCTBYIOIIIMMH

KIIMHUYCCKUMH IIPUCTYIIAMHA WU 0e3 HuX.

NxranpHbIN

WkranpHas OO BappupyeTcs B 3aBUCUMOCTH OT THIIA IPUCTYIA, CM. THII

MPUCTYTIA JIsl TIOJydeHus 0oJiee nmoApoOHoM nH(opMaIuu.



BHUMAHUE! Mennennas (<2,5 I'm) cnaiik-BojHAa WJIM Te€HEpalM30BaHHAs
napokcusMaiibHast ObicTpast (=10 I') akTUBHOCTH HE HAONIOAAIOTCS IpaBas

CTpPEJIKa, PACCMOTPUTE CUHAPOM JIenHokca-I acTo.

CAMOKYINUPYIOLIASICS SMUJIENCUS C
HEHTPOTEMNOPAJILHBIMU CIIAUKAMH (SELECTS)

don

doH JOJIXKCH OBITH HOPMAJIbHBIM, C HAJIMIUCM HOpMaHBHOﬁ APXUTCKTYPHI CHA.

NuTepukTanbHbIN

BricokoaMImuTy iHbIE IEHTPOTEMIIOPAIbHBIE CITAWKH, OCTPBIE WIIM OCTPHIE BOJIHBI,
KOTOPBIE€ aKTUBUPYIOTCSI B IPEMOTE U CHE, SIBISIIOTCA 00s3aTebHBIMA. OHU MOTYT
ObITb  OJTHOCTOPOHHUMHU  WJIM  JBYCTOPOHHMMH ©  OOBIYHO  YaCTHIMHU.
[{leHTpoTeMmoOpanbHBIA  CHAWK/OCTPBIA  WMEET  THNHYHYI0  TpexX(aszHyIo
MOP(OJIOTUIO C TOMEPEYHBIM JUIIOJIEM — MaKCHUMaJIbHasi OTPHUIIATEILHOCTh B
neHTporemnopanbHbix  anekrponax (C3/C4 wu  T3/T4) u  mMakcuMmanbHas
MOJIOKHUTEIBHOCTD CTIepeu. DMIIenTH()OPMHAST aHOMAJTUS MOKET HAOIIOAaThCS B

JIPYTUX 00JIacTsIX (CpeAUHHON, TEMEHHOM, TOOHOM, 3aTHIOYHOM ).

BHMUMAHMUE! Eciu BO cHe OTMEYaeTCs aKTHUBAllUs, MPOBEPHTEC HAIUYME B
aHaMHE3€¢ perpecca pe4Yd WIM KOTHUTHUBHBIX HapylIEHUM (paccMOTpuUTe
BO3MOKHOCTh Pa3BUTHUS W/WIHM SIUJICITHYCCKON SHIe(asonaTuu ¢ akTHUBAIUCH

CHaiik-BOJIH BO CHE)

AxTHUBaus

OnunentudopmMHasi aKTUBHOCTb YCHJIMBAETCSI BO BpEMsI COHJIMBOCTH U CHA, KOTJa
pa3psiapl 4acTO MMEKT 0oJsiee MIMPOKOE IO0JI€ M MOTYT CTaTh JIBYCTOPOHHE
cuHxpoHHbiMU. Y 10-20 9% pgereld UEHTpOTEMIIOpalbHBIE pa3psiAbl MOTYT

AKTUBUPOBATHCS CEHCOPHOU CTUMYJISIMEN MTAJIBLIEB PYK WU HOT.



HNxranpHbIin

[Ipumnanku ciry4aroTcsi HEYacTo, MO3TOMY PEOKO YJAETCs MOJYYHUTh HKTAIbHYIO
3aMKCh, U B JUTEPATYPE OMYyOIMKOBAHO MaJIO cooOlieHui o HuX. [Ipunagku moryt
COTMPOBOXKAATHCSI KPAaTKOBPEMEHHBIM CHIDKEHHEM aMIUIUTYAbl GoHoBoit D0OI, 3a
KOTOPBIMHU CJIeTyI0T AU((GY3HbIE OCTPOBOJIHOBBIE pa3psbl yBEIUUYHBAIOLIEHCS
aMIUIATYIbl, TPEUMYIIECTBEHHO B OJHOW LIEHTpoTeMIopaibHOU obmactu. Ilpm
(GOoKaTbHOM WM JIBYCTOPOHHEM TOHMKO-KJIOHWYECKOM TPHUIAJKE HWKTAIbHbIE
pa3pslbl  CTAHOBATCA  JBYCTOPOHHE  CHHXPOHHBIMM (B OTJIMYHME  OT

re€HEPAIN30BaAHHBIX ).

CAMOKYIUPYIOWIASICSI DIUWJIENCUS C BEFETATUBHBLIMU
MPUCTYIAMM (SELEAS)

DJIEKTPOOHLIEOAJIOTPADU A
®oH
®onoBas D31 HOpmallbHasI.

BHUMAHMUE! Ecnu gokanbHOE 3aMeJIeHUE MOCIeI0BaTeIbHO B OJTHOM 00JIacTH

He HaOIoaeTcs, pACCMOTPUTE BO3MOKHOCTbh CTPYKTYPHON aHOMAJIMU MO3ra.
WMHTEepHUKTaIBHBIN

VY HEKOTOpBIX MaluueHTOB cTa”aapTHas D3I MoxeT ObITh HOpMaIbHOU. OOBIYHO
HAOJI0JAI0TC MYJIbTU(OKAJIbHBIE BBICOKOBOJBTHBIE IMHUKUA WM OCTpPbHIE BOJIHBI,
KOTOpPBIE YacTO TMPHUCYTCTBYIOT B  pa3HbIX (OKAIbHBIX O0NacTAX Ha
nocneaoBareiabHbIX D3I, MoryT ObITh 3aTPOHYTHI BCE (POKaJIbHBIE 00IACTH MO3Ta,

HO aHOMAJIUs YacTO HAOIOaeTCs B 3aIHUX (3aTHIJIOYHBIX ) OOJIACTSX.
AxTHUBaIMsA

Anomamus D3I ycunuBaercs Nnpu JUIIEHUU CHA, B COHJIMBOCTH M BO CHE, KOIJa

paspsiibl 4acTO HMEIOT 0ojee HIMPOKOE IOJIE M MOTYT OBITh JIBYCTOPOHHE



CUHXPOHHBIMH. 3aKpbITUE TJa3 (MCKIIOYEHUE LIEHTPAIBHOTO 3peHus U (ukcanus
BBIKJIFOUEHHON YYBCTBUTEJIBHOCTH) MOKET AKTUBHUPOBATh 3aJIHUE pa3pslbl Y

HCKOTOPBIX ITAITUCHTOB.

NxranpHblit

HMkTanbHbIC NaTTcpHbl OAHOCTOPOHHHC, YaCTO MWMCKOT 3aJHCC Havdajlo, C
pHTMH‘ICCKOﬁ MGI[JIGHHOﬁ (TCTa NI ,HCJ'II)T&) AKTUBHOCTEIO, CMEIIaHHON ¢

HEOOIBIIMMU TUKaMU W/WIIHA OBICTPON aKTUBHOCTHIO.

JAETCKAS 3ATBIVIOYHAS 3PUTEJIBHASA SIIAJIEIICUS (COVE)
DJIEKTPOOHUE®D®AJIOTPAOUA

o

®onoas D31 HOpMmaibHAS.

WNHTepukTanpHas

3aTblIOuHas OCTpas WM CIAMK-BOJHA HAOMIOJAeTCs B MHTEpUKTaIbHOU OO
OOJBIIMHCTBA MAlMEHTOB C 3TUM CHHAPOMOM, HO MOXET HAOIIOAAThCS TOJBKO B
O0I cHa. llenTpoTemmnopanbHasi, (pOHTATbHAS WM TCHEPATW30BaHHAS CIANK-

BOJIHA MOTYT COCYIllecTBOBaTh (Ha0mtoaaetrcst B 20% cirydaes).

BHUMAHUME! D3r1oT »HUIENTUYECKUH CHHAPOM MOXKET pa3BUTHCS B
sHUE(DATONATUIO  Pa3BUTUS  W/WIM  SHWIENTHYECKYI0  SHUE(DATONaTHIO ¢
aKTHBAlLlMEN CIaliK-BOJIH BO CHE IpaBasi CTpejka paccmoTrpure D31 cHa, €CM eCTh

KOTHUTHUBHBIC HAPYIIICHMA.

AxTHBams



UyBCTBUTEIBHOCTh K BBIKIIOUEHHIO (puKcanuu (oOieryeHue snuiaenTu(GopMHbIX
pa3psIZIOB C yCTpaHEHUEM IIeHTpajdbHOro 3peHus) Habmomaetcs y 20-90%
nanueHToB. AHomanna D3I ycunmBaeTcs npu JMIIEHUU CHA, B COHJIMBOCTH U BO
cHe. OOcyxnaercsi, MOXHO JIM HaOMIOJaTh PEAKUUI0 Ha IPEPHIBUCTYIO

(GOTOCTUMYJTISIIUIO IPU STOM CHHAPOME UITU OHA SIBJISIETCS] MCKITIOUYAIOIIEH.

HxranpHblil

B nauvane uKTajapbHOrO MPUCTYNa HAOIIOAAETCS CHUXKEHHE OOBIYHOTO (DOHOBOTO
3aTBUIOYHOTO OCTPOTO WJIM CHAHK-BOJHOBOTO PUTMa C TOSBICHHEM 3aThUIOYHBIX
Oomee OBICTPBIX PUTMOB CO CHaiikaMM HHU3KOH amIumuTyasl. Bo  Bpewms
OKYJIOKJIOHWYECKHX MPHUCTYIOB WM HWKTAIBHOW CIIENOTHI MOTYT HaOIItOIaThCs

0oJsiee MEUIEHHBIE CIIaliK-BOJIHOBBIE PUTMBI.
POTOUYYBCTBUTEJBbHAS 3ATBIVIOYHASA SITNJIEIICHUA (POLE)
OJIEKTPOOHIEDAJIOTPADUA

don

®onoBas 931" HOpmallbHasI.

W HTEepHUKTaIBHBIN

3aTBUIOYHBIM CITIAWK WA CHAWK-BOJIHA MOTYT BO3HMKATh B 3amucu D3I mokos.
[{eHTpOTEMIIOPAJIBHBIE CIIAMKA WM TEHEPAIU3OBAHHBIE CIAWK-BOJHBI MOTYT

COCyHICCTBOBATD.

AxTHUBaIMsA

3aThIJIOUHBIN CMalK- WM TOJIMCIIAMK-BOJIHA OOJIErYaeTcs 3aKpbhITUEM TIJ1a3 U
npepbIBUCTON  (orocTumynanmei. ['eHepann3oBaHHBIA  CHAWK-BOJIHA — WIIU

MOJIUCTIAWK-BOJIHA (C TpeobsiajlaHueM C3aau) TaKKe MOTYT BO3HHUKATh MpU



doTocTumymsinuu. Anomanust 391" ycuiMBaeTcs py JUIIEHUU CHA, B COHJIMBOCTH

H BO CHC.

HxranpHbIin

3aTbIJIOYHBIE HMKTaJbHBIE MATTEPHBI BUAHBL, KOHTPAJIATEPATIbHO IMOJK 3pPEHUs,
colepkamieMy  3purenbHble  (eHoMeHbl.  MKTajipHBIE  MATTEPHBI  MOTYT
pacIpoCTpaHATHCS Ha UIICUJIATEPAIIBHY IO BUCOYHYIO JLOJIIO U

KOHTpaJaTepaibHy0 3aTbUIOYHYIO JOJIIO.

SMUJIEINICHUSI C MUOKJIOHUEM BEK (EEM)
OJIEKTPOOHIIEDAJIOTPADUA

®onH

®onosast 921" HoOpMasbHas.

BHUMAHMUE ecnu He Habmomaetcs,pOHOBOE TEHEPATM30BAHHOE 3aMEIJICHUE ,

PacCMOTPUTE IPYTUe CUHAPOMBI.

BHUMAHMUE ecnmu ¢oxkanbHOE 3aMenjieHHe HaOMIOAaeTCs IMOCIeI0BaTeIbHO B

OJTHO 00JTACTH, PACCMOTPUTE CTPYKTYPHYIO aHOMAJIAIO MO3Ta.

W HTEpUKTaIBbHBIN
Kparkue Bcriecku ObicTpoit (3—6 I'11) reHepain30BaHHOM MOJUCIIANK-BOTHBI.

BHUMAHMUE ecnu ¢goxanbHbie criailku HAOII01al0TCs TTOCIIEIOBATEIBHO B OJHON

O6J'IaCTI/I, PaCcCMOTPUTC CTPYKTYPHYIO aHOMAJINIO MO3T'a.

BHUMAHMUE npu stom cuHapome, HopMaiuzauus DI HE oOXHAaeTcs, Jaxe

€CJIM IPUCTYTIBI KOHTPOJIUPYIOTCS.



AxTHBaus

3akpeiTie THa3 (PuUKcalusi BBIKIIOYEHHON YYBCTBUTEIBHOCTH) M IPEpbIBUCTAs
dboTocTuMysinuss akTUBUPYIOT D3I M 4acTO BBI3BIBAIOT MHUOKJIOHUHU BEK C
abcancamu unu 06e3 HuUX. Peakius Ha MpepbIBUCTYIO (DOTOCTUMYISILIMIO MOKET
ObITh crabee y MOXKWIbIX MalMEHTOB U TEX, KTO MPUHUMAET JIeKapCcTBa. AHOMAIIUU

90T Taxxe MOTYT ObITh BbI3BaHbI THIIEPBEHTUIISILIUEH.

['eHepaM30BaHHAs CIIaliK-BOJTHA YAaCTO CTAHOBUTCS KOpodYe U (pparMeHTapHEe TpH
JIMINICHWH CHA WU BO cHe. DparMeHTHpOBaHHAs TeHepaIn30BaHHAs CIAaiK-BOJHA
MOJKET Ka3aThCs OYaroBOM MM MHOTOOYAaroBOW, HO OOBIYHO HE HAOJIIOACTCS
MOCJIeIOBATEIbHO B OMHON oOmactu. Mopdomorus (okamabHON CHaiK-BOTHBI

0OBIYHO ITOX0JKa Ha ICHCPAJIN30BAHHYIO CHaﬁK-BOHHy.

HxranpHbIin

MUOKIIOHMST BE€Ka COIPOBOXKIAETCS BBICOKOAMIUIMTYIHONM T'€HEPAIN30BAHHOU
CIIAWK-BOJTHOM WM TNOJMCHAMK-BOJHOW ¢ d4actorod 3-6 ['m. Ilpucrynmsl mu
UKTaJdbHBIA marTepH DO MOryT ObITh MpPEKpalleHbl NPU MOJIHOM YCTpaHEHUU

CBeTa.

SQIMUIEINICUA C MUOKJIOHUYECKUM ABCAHCOM (EMA)
OJIEKTPOOHIED®AJIOTPA®UA

®oH

®onoBas D3I HoOpManbHasl.

BHUMAHMUE! I'enepannzoBaHHOE 3aMeIJIEHUE HE HAOIIOaeTCHl.



NnTepukTanbHbIN

MOI‘YT Ha6J'IIO,Z[aTLC}I I'CHCPATN30BAHHLIC PA3PANbI CHAaMK-BOJH M TOJIMCIAMK-

BOJIHOBBIC pa3psabl.

BHUMAHMUE! ®oxkanbHble pa3psiibl NOCIEIOBATENBHO B OJHONW 00JACTH HY>KHO

paccMaTpuUBaTh CTPYKTYPHYIO aHOMAJIMIO MO3ra.

AxTHBaus

Anomamust D3I (M MHOKIIOHMYECKHME a0CaHChl) MOXET ObITh CIPOBOIIMPOBAHA
TUIEPBEHTUIIALIMCH. [IpepsiBUCTas boTocTUMY SIS BBI3bIBAET

T'CHCPAJIIN30BAHHYTO CHaﬁK-BOHHy Y MCHBIIMHCTBA IMallUCHTOB.

Anomamuss OOl ycunuBaercss NpH JIMIIEHWW CHA, B COHJIMBOCTM W BO CHE.
I'eHepann30BaHHasl cralK-BOJIHA YacTO CTAaHOBUTCS (DparMEHTUPOBAHHON mpU
JMIIEHUU CHAa WA BO cHe. DparMeHTUPOBaHHAsS M€HEpaIM30BaHHAs CIIaK-BOJIHA
MOJKET Ka3aTbCsl (POKAJIIbHOM WJIM MHOTO(OKaIbHON, HO OOBIYHO HE HalIroAaeTcs
HOCJIE0BATEIbHO B OAHOM obOsactu. Mopdonorus (okaabHONH CHalK-BOJHBI

0OBIYHO MOX0ka HAa TeHEPaTN30BaHHYIO CIIaHK-BOJIHY.

NxranpHbIi

Perynspnass reHepanuzoBaHHas cnaiik-soiHa 3 I'n. 3anucu OMIT ¢ mueya
MOKA3bIBAIOT MOCTOSHHYK) CBSI3b ME¥KIY JIBYCTOPOHHUMH MHUOKIOHUYECKUMU

NOACPTUBAHUSAMM U CIIAMK-BOJHAMM.
JAETCKAA ABCAHCHAS DIINJIEIICUA

OJIEKTPOOHIEDAJIOTPADUA



don

doH HOpMaHLHLIﬁ. 3aTbUI0YHAs MNPCPBIBUCTA PUTMHUYCCKAA OCIIbTA-aKTUBHOCTD

(OIRDA) moxet HabntogaThest mpumepHo B 20% citydaes.

BHUMAHMUE! ®okansHOE 3aMemieHne, HaOI0gaeMoe MOCIEN0BATEILHO B OJHOM
obyacTu, TpaBasi CTpeJKa, CIeAyeT pacCMaTPUBaTh KaK CTPYKTYPHYIO aHOMAJUIO

MOa3ra.

BHUMAHMUE! I'enepanuzoBaHHOE 3aMeJIeHUE HE HAOIIOaeTCHl.

W HTEepHUKTaIbHBIN

['enepanu3oBaHHble crailk-BoyHbI 2,5—4 'l min ¢parMeHThl TeHepan30BaHHbIX
CHalK-BOJH HAOMIOJaroTcs B MHTEpUKTaNbHOW O3I. OHM KpaTKOBPEMEHHBI

(0OBbIYHO <2 CEeKyHJI) M Yallle BCEro HaOJII0Iat0TCS BO CHE.

BHUMAHMUE! Xots dokanbpHble cnaiiku (Kak (parMeHThl TeHepaau30BaHHBIX
CIaliK-BOJH) MOTYT BO3HHMKATh, €CJIM OHHU IIOCTOSHHO BO3HHMKAIOT B OJIHOU
obJyacTu, mpaBasi CTpejKa, CIeyeT pacCMaTpUBaTh KaK CTPYKTYPHYIO aHOMAJUIO

MO3ra.

AKTUBaus

Anomamuu ODI" um abcaHCHl TPOBOIUPYIOTCS TUINEPBEHTWIAIMENH. Ecmm
TUIIEPBEHTWISILMS BBIIOIHSAETCS IJI0XO0, N'€HEPATU30BAaHHbIE CHAWK-BOJHBI MOTYT

He HaOJIFOAaThC.



[IpepbiBrcTas (OTOCTUMYISLUS MPOBOLUPYET F'€HEPATH3OBAHHYIO CIIANK-BOJIHY Y

15-20 % nroaeit, HO HE MPOBOLIUPYET CYAOPOTH.

Anomamust OO ycunuBaercs TpH JIMIIEHUM CHA, COHJUMBOCTH U BO CHE.
['eHepanu3oBaHHas CMalK-BOJIHA YacTO CTAaHOBUTCS (DparMEeHTUPOBAHHON TpU
JUIICHUHU CHa WK BO cHe. DparMeHTHUpOBaHHAsS I'eHEepaIM30BaHHAs CIaK-BOJIHA
MOJKET Ka3aThCsl OYaroBOM WM MHOT0OYaroBOi, HO OOBIYHO HE HaOIIOAaeTCs
MOCTOSTHHO B OAHOM oOjactu. Mopdonorus (okaabHON CralK-BOJTHBI OOBIYHO

IIOX07Ka Ha IT'CHCPAJIN30BAHHYIO CHaﬁK-BOHHy.

BHUMAHUME! Eciyu runepBeHTHIALMS BBIIOJHIETCS XOPOLIO B TEYEHHE TPEX
MHUHYT, a TEHEpaJM30BaHHAs CIaWK-BOJIHA HE HAOIIOAAETCS Yy HEJIeYEHHOTo

nanyucHTa, ACTCKaa aOCcaHCHAs DITUJICIICUS UCKITI0YaeTCs.

HxranpHasg

Perynspunas 3 I'u (qmanason 2,5—4 ') reHepain30BaHHAs CIIAK-BOJIHA CBS3aHA C

abcancHbIMU TipucTynamu. [lonmucnaiik-BojgHa MOKET BO3HHMKATh B HKTaJbHOM

00T

BHUMAHMUE! Mennennas cniaiik-BosiHa (<2,5 ['1y) siBAsIeTCS MCKITIOYAIOIIEH.

SIMUIEIICUA C MHUOKIOHNYECKUMHN  ATOHHMYECKHUMU
HPUCTYIIAMMU (EMATS)

OJIEKTPOOHLUEDPAJIOT PADUA

don



®oH HOpMaNIbHBIN B Hauaje. MoryT ObITh BUAHBI OUTNIapueTaibHble MOHOMOP(HbIE
TeTa-puTMbl. [IpU TOBBIIIEHHONW YacTOTE MNPUCTYIOB MOXET OBbITh 3aMEYeHO

TCHCPAJIIN30BAHHOC 3aMCAJICHHC.

OCTOPOXHO! ®oxycHoe 3aMemjieHHE MOCIEIOBATEIHPHO B OJHON 00JacTH,

PacCMOTPUTE CTPYKTYPHYIO aHOMAJIHIO MO3ra.

NnTepukTanbHbI
Halmromaetcs reHepain3oBaHHas ClaliK- M MOJIMCIaik-BoJiHa 2-6 1.

OCTOPOXHO! TI'enepanu3zoBanHas mapokcu3MaibHas ObicTpas (=10 I'm)

aKTUBHOCTB BO CHE, paccMoTpuTe cuHapoMm Jlennokca-I"acro.

AKTuBaus

FI/IHGPBCHTI/IJIHHI/IH MOXXKCT BbI3bIBATH I'CHCPAIIN30BAHHLIC CITAaliK-BOJIHBI M a0CAHCHI
(GCJ'II/I OHHU IIPHUCYTCTBYIOT KJ'II/IHI/ILIGCKI/I), CBCTOYYBCTBUTCIIBHOCTE BCTPCUACTCA

pelnKo.

Anomamus OOl ycwinMBaeTcs NpH JIMIICHWW CHA, IIPU COHJIMBOCTA W BO CHE.
['eHepann3oBaHHas cralK-BOJIHA YacTO CTAHOBUTCS (DparMEHTUPOBAHHON mpU
JUIIEHWH CHA WM BO cHe. DparMEeHTHUpOBAHHAS I'€HEPAIM30BaHHAs CIAMK-BOJIHA
MOJKET Ka3aThCsl O0YaroBOW WM MHOT00YAaroBOW, HO OOBIYHO HE HAOIIOAaeTCs
MocCJIeIOBaTeIbHO B OJHOM oOnactu. Mopdosnorus (okalbHON CrHailk-BOJIHBI

0OBIYHO MOX0a HAa TeHEPATN30BaHHYIO CIIAaHK-BOJIHY.

BHUMAHUE! Eciu QoronapokcuaMalibHasi peakiyds Ha HU3KYIO YacTOTy

BCIIBIIIIKH, paccMoTpuTe 3a0oneBanne CLN2.
HxranpHbIn

MUOKIOHUYECKUN KOMIIOHEHT MMOKJIOHHUKO-aTOHUYECKOIO IIpUCTyIla CBA3aH C

FEHEPAIM30BaHHBIM CIIAMKOM WM MOJUCHAUKOM. ATOHUYECKHM KOMIIOHEHT



CBSI3aH C MOCJEIYIOUIEH MEIJIEHHOM BOJIHOM BBICOKOIO HampsbKeHus. Bo Bpewms
oeccymopokHoro  coctossHus OO mokas3piBaeT  JUIMHHBIE — MPOOCKKHU
BBICOKOAMIUIMTYJHOU 2-3 ['ll HEperyJsipHON I'e€HEpaJTu30BAHHON CIIAWK-BOJIHBI C

(1)OHOBI)IM 3aAMCIJICHHUCM.
CHH/IPOM JEHHOKCA-TACTO (LGS)
DIEKTPODHIED®AJIOTPADUS

OOH

®on O39I' Bo Bcex ClIyvaiax aHOMaHBHBIﬁ, C I'CHCPAJIN30BAHHBIM HMJIM OYAI'OBBIM

3aMCAJICHHUCM.

OCTOPOXHO! BsipaxenHas OwumapueTanbHas pUTMUYECKash TeTa-CTpEiKa

PaCCMOTPHUTEC IMUIICIICUIO C MUOKIIOHUYCCKUMHU ATOHNYCCKHUMU IIPUCTYIIAMHU.

NHTEpUKTaIBHBIN

['enepanuzoBannas memieHHas (<2,5 ['m) cnmaiik-BoiHa W TreHepalr30BaHHAs
napokcu3MalibHasi ObICcTpast akTUBHOCTH (=10 I') B MeaJICHHOBOJHOBOM CHE
SIBJISIOTCSI 00513aTE€IbHBIMU JJI1 TUATHOCTUKU 3TOTO CUHIApoMa. MejieHHas criaik-
BOJIHA OoJibllle HE HAOJIIOJAeTCs BO B3POCIOM BO3pacT€ M IMO3TOMY MOMKET
noTpedoBaThCs MOATBEPKACHUE Ha rcTopudeckoil D3I'. MoryT ObITh (pokampHBIC
WM MYJbTU(OKAIBHBIE CHIAK- WM OCTPbIE BOJHBI C TIEPEAHUM MPEOOIIaJaHuEM.

MoryT BO3HHKATh NEpUOAbI moaasneHus D01

OCTOPOXHO! beictpas cnaiik-ojiHa (3 'l WM BbIlIE) PACCMOTPUTE JPYTUE

CHUHIPOMBI JITHUJICTICHH.



OCTOPOXHO! AxrtuBanus cnaik-BOJIH BO CHE, PAaCCMOTPHUTE dHIIe(aIonaTuio
Pa3BUTHS W/WJIM SMUIETITUYECKYIO SHIIe(ATONaTHIO ¢ aKTUBAIMEN CHailk-BOJIH BO

CHC.

AKTHBanus

['unepBenTHIIALMA (MIPH aJ€KBAaTHOM COTPYAHMYECTBE) MOXKET CIHOCOOCTBOBATH

TTOSIBJICHUIO CITAHK-BOJIH U aTUITMYHBLIX a0CAHCOB.

BHUMAHMUE! Ecnu akTtuBaiys ¢ mpepbIBUCTON (HOTOCTUMYIISAIIUEH, pACCMOTPUTE

OHWJICIICUIO ¢ MUOKIIOHMYCCKUMHU dTOHUYCCKUMU IIPUCTYIIAMMU.

BHUMAHUME! Ecmu ¢oronmapokcu3mManbHasi peakids Ha HU3KYI0 YacTOTY

BCIIBIIIEK, paccMoTpuTe 3a0osieBanre CLN2.

NxransHbIi

]_—[JBI HUKTAJIbHBIX ITATTCPHOB 20I O6paTHTCCB K OTACJIbHBIM THIIAM ITPHUCTYIIOB.

JQHUEDAJIOIIATUA PA3BUTUA HW/HWJIM DHWIEIITUYECKASA
SHIE®AJIONATHSA C AKTUBAIIUEN CIIAMK-BOJIH BO CHE (DEE-
SWAS, EE-SWAS)

DJIEKTPOOHIUEDAJIOTPADUA
don

®oH MOXET ObITh HOPMAJIBHBIM WM MOXET OBITh 04aroBoe, MyJbTHU(OKAIbHOE
wm auddy3Hoe 3aMeIeHHe, B 3aBUCUMOCTH OT J3THosoTud. HopmanbHas
apXUTEKTypa CHa OTCYTCTBYET WJIH €€ TPYJIHO PA3IMUUTh U3-3a AMMWICITH(POPMHON

adHOMAaJIMU BO CHC.



NHTepukTanbHbIN

Menmnennsie (1,5-2 I'1) cmaiik-BOJHOBBIE Pa3psibl 3aMETHO AKTUBHUPYIOTCS BO
BpeMs cHa 0e3 OwicTporo aBrwkeHus a3 (craaus [-11I). Onu MoryT OBITH BUIHBI

mud¢y3Ho, HokambHO (00BIUYHO PPOHTAIBEHO) WIH MYJIbTU(OKATBHO.

[IpuMep HENpepBIBHOIO CANK-BOJHOBOIO paspsiaa BO CHE.

BHUMAHMUE! Moxer morpeboBaThcs HouHass DDl cHa, Tak KaK aKTHUBAIUs

CHaMK-BOJIH BO CHE MOJKET HE Ha6JII-OIlaTI)CH B TCUCHHUC KOPOTKUX IICPUOAOB CHA.

AKTuBanus

OOl akTUBUpYETCS BO BpeMs CHa 0€3 OBICTPOrO ABMKEHUS TJIa3.

NkTanbHbIi
Wkranpabiil natTepH D21 koppenupyeT ¢ HaOII0AaeMbIM THIIOM IIPUCTYTIA.

CUHJIPOM DSIWIENCHU, CBSA3AHHOH C ®EBPUJIBHOU
WHO®EKIIUEH (FIRES)

DJIEKTPOOHLIEDOAJIOTPADU A
[IpensicTopus

HaGmromaercss  ¢okanpHOe,  MyIbTU(QOKAIBHOE  WIM  Te€HEPATIM30BAHHOE

3aMeJICHHUE.

HMHTEepUKTaIBHBIN



e HalmromaroTcst »nunenTtUOpPMHBIE aHOMAJIHHM, KOTOPBIE MOTYT OBITh

q)OKaHBHBIMI/I, MYJILTI/I(I)OKaJIBHBIMI/I NI TCHCPAJIUM30BaAHHBIMU.

e B 100HBIX WM IEHTPalbHBIX OONACTIX MOXET HaOIIOAaThCS
OKCTPEMAJIbHBIA  MaTTepH  JEeNbTa-IIETKH C PUTMUYECKOM  JeNbTa-

aKTUBHOCTHIO 1-3 ['11 ¢ HAJIO)KEHHOI 0€Ta-aKTUBHOCTBIO.
NxransHblit

WkTanpHbli TAaTTEpH OOBIYHO MpEACTaBIsET coO0M putmudeckue craiku 10 ' u
KOMIUIEKChl CHAWK-BOJIHA C HHU3KOW WM YMEPEHHOW aMIUIUTYAOM. TsKecThb
MPUCTYIIOB BBICOKAs, W MPUCTYIHI BO3HHUKAIOT M3 HECKOJBKUX OOJacTeid 00omx

noJTyniapuii, 0ObIYHO U3 BUCOUHBIX U JJOOHBIX 00JIaCTEH.

CUHAPOM I'EMHUKOHBYJbCUHN-TEMUIVIEI' TU-2ITAJIEIICUHN
(HHE)

SJIEKTPOOHUE®AJIOT'PA®UA
[IpenpicTopus

®on O3I' MOkeT ObIThb HOpPMaJbHBIM MpPH MNOCTYIUIEHHMH, HO CO BpPEMEHEM
IIPOMCXOIUT IOTEPS HOPMAJIbHBIX PUTMOB M IPOrPECCUPYIOLIEE 3aMEVICHUE B

IMOPaXCHHOM IIOJIyHIapHH.

WNHTEpUKTaIBHBIN

OnunentudopmMHas aHOMaJINS B HOPAKEHHOM MOJTYILIAPUH.

AxTHBanus

B xponmueckoil ¢aze anomanus OO ycunauBaeTcs IMpU JIMILIEHUH CHA,

COHJIMBOCTH N BO CHC.



HNxranpHbIn

Ukranbaass O30 npu mocTyruieHHH ¢ (OKAJTbHBIM MOTOPHBIM SIUJIENTHYECKUM
CTaTyCOM XapaKTepU3yeTcs PUTMUYHBIMU MeMJIeHHbIMU (2-3 ['1) BoJiHaMu,
KOTOpBIE OOBIYHO SIBIISIOTCS JBYCTOPOHHUMHU C O0Jiee BBICOKOW aMIUTUTYJOW Hal

MNOPAKCHHBIM IOJIYyHIApUCM.

IOBEHUJIBHAS MUOKJIOHUYECKAS SIIUJIEIICUSA (JME)

QJIEKTPOOHIUEDAJIOTPADUA
don

@®oH I3I" HOpMAJIbHBIN.

BHUMAHUE! ®oxkansHOE 3aMeieHHE IIOCTOSHHO HAOJIOMAETCSI B OJIHOM

o0JacTH, mpaBas CTpeIika, pACCMOTPHUTE CTPYKTYPHYIO aHOMAIIUIO MO3Ta.

NHuTepukTanbHbIf

['eHepanu30BaHHbBIE CHAMK- M TOJMCIANK-BOJIHBI ¢ 4acToTol 3-5,5 I'l MOXHO
Ha0JI10/1aTh B OOJIPCTBYIONIEM U CIISIIEM COCTOSIHUH. DTOT BBIBOJI HEOOXOAUM JIJIst
JIMarHOCTUKHU 3TOro cunjapoma. dparMeHTHpOBaHHAs T'e€HEpaJIM30BaHHAs CHaWK-
BOJIHA MOXKET BBITJISAZETh Kak (hoKanbHas WM MHOTO(OKaIbHAs CHalK-BOJIHA, HO
HE Bceraa HabomaeTcs B oHOM o0mactr. Mopdosorust hoKaabHON CHaiK-BOTHBI

IIOXO0JKa Ha MOp(bOJ]OI‘I/IIO FCHCpaHHSOBaHHOﬁ CHaMK-BOJIHBI.

BHUMAHMUE! ®oxkanpHble CHANK-BOJHBI ITOCTOSHHO HAOIIOIAIOTCS B OIHOU

00J1acTH, MpaBasi CTpesIKa, PACCMOTPUTE CTPYKTYPHYIO aHOMAJIUIO MO3Ta.



BHUMAHUE! Mennennas cnaiik-osiHa (<2,5 ') He HaOmomaeTcs, mpaBas

CTpeJiKa, PACCMOTPUTE JPYTUE CUHAPOMBI SIUIICTICUU.

AxTHBaus

dortomapokcuzMaibHas ~ peakuus ~ Ha  OPEPBIBUCTYI0  (POTOCTHUMYJISIIHIO
Habmomaercs B 90% ciyuyaeB, OJHAKO MPHUCTYMbI, BBI3BAHHBIC BHU3YyaJbHBIMU

CTUMYJIaMH B TIOBCETHEBHOM JkM3HU, HabmoparoTes B <10%.

['enepanu3oBaHHbIE CHANK- WM MOJUCTIANK-BOJIHBI U (y MAalMEHTOB ¢ abcaHCcaMM)

KJIMHUYECKHE a0CaHChl MOTYT OBITH CIIPOBOIIMPOBAHBI TUTIEPBEHTUIISIUCH.

BHUMAHUME! Eciu runepBeHTWIALMS BBIIOJHIETCS XOPOUIO B TEYEHHE TPEX
MUHYT M TE€HEpAIM30BaHHAs CHalk-BoJHA He HaOmogaercs, aOCaHCBhI

MaJIOBEPOSITHBI.

Anomanus D01 ycunuBaeTcsi IpH JIMIIEHUU CHA, B COHJIMBOCTHU U BO CHE.

NxranpHblii

OIMHOYHBIN TE€HEepPAIN30BAHHBIN MOJIMCITANK-BOJIHA KOppENUPYyeT c
MHOKJIOHUYECKAM  IPUCTYIIOM, MHOKJIOHYC BO3HMKAET OJHOBPEMEHHO C

MOJIUCITAUKOM.

[Ipy reHepanM30BaHHBIX TOHUKO-KJIOHMYECKHUX MPUCTyNax UKTaibHas D3I gacto
ckpeiTa apredaxkToM. ['eHepann3oBaHHbIE OBICTphIE PUTMHUYHBIE CHANHKU

HAOJIIOIAIOTCS B TOHUYECKOW cTaauu. BCHBIIKK CMalikoB W MOCHETYIONIMe



MCIJICHHBIC BOJIHbI CHHXPOHHBLI C KIOHUYCCKHMMH IIOJCPrUBaHUAMMU. I[anee

clelyeT NOCTUKTAIbHBINA EPUOJT HEPETYIISIPHONU MEITICHHOM aKTUBHOCTH.

Perynspubiii ObicTphiit (3-5,5 I'l) reHepayiM30BaHHBIA CHAlK- WX TOJIHCHANK-

BOJIHOBOU pa3psJl COMPOBOXKAAET AOCAHCHBIE TPUCTYTIHI.
IOBEHUJIBHASI ABCAHCHAS JITUJIEIICUSA (JAE)
OJIEKTPOSHIIEDAJIOTPADUA

don

don HOpMaHLHBIﬁ. Moxert Ha6J'IIOI[aTLCH 3aTbIOYHAA IIPCPBIBUCTAA PUTMUYICCKAA

nenbTa-akTUBHOCTH (OIRDA).

OCTOPOXHO I'enepanu3oBanHOe 3aMeATICHUE HE HA0II01aeTCsl.

OCTOPOXHO ®okanpHOE 3aMeJICHHE ITOCIEA0BATCILHO B OJHOM 00JIaCTH, B

ATOM CITy4ae pacCMOTPUTE CTPYKTYPHYIO aHOMAJIMIO MO3ra.

NHTEpUKTaNBHBIN

MOI‘YT Ha6J'IIOI[aTI>C5I I'CHCPAJIM30BAHHELIC CHaﬁK-BOHHBI, (bpaI‘MGHTBI

TCHCPAJIN30BaHHBIX CITaMK-BOJIH MJIM TTOJIMCIIaiK-BOJIHEL.

OCTOPOXHO Xorts ¢okanbHble ClIalKK MOTYT BO3HUKATbh, €CJIM OHU MOCTOSHHO

BO3HMKAIOT B OJTHOM 00JIACTH, PACCMOTPUTE CTPYKTYPHYIO aHOMAJIUIO MO3Ta.



OCTOPOXHO Mennennas cnaiik-osiHa (<2,5 ') He HaOm0gaeTcsi, B 3TOM

CJIydae pacCMOTPUTE IPYTOM CUHJIPOM AIUJICTICUH
AxTHBaIus

FCHCpaHI/ISOBaHHaH CITaliK-BOJIHA WJIM TOJUCIAWK-BOJIHA M KIIMHUYECKHE a0CaHCHI

IIPOBOLMPYIOTCS TUIIEPBEHTUIISALIUEH.

BHUMAHUME! Eciu runepBeHTHIALMS BBIIOJHIETCS XOPOUIO B TEYEHHE TPEX
MUHYT M TE€HEpaIM30BaHHAs CHalik-BojJHA He HaOmogaercs, aOCaHCBhI

MaJIOBEPOSITHHI.

Anomanus D3I ycuimBaeTcsl IpH JIMILIEHUN CHA, B COHJIMBOCTU M BO CHE, a TAKXKe
npu npoOyxaeHun. ['eHepanu3oBaHHas cCHalK-BOJIHA YacTO CTAHOBUTCA
(dbparMeHTUPOBAHHOW TpH JHIIEHUHM CHA WIH BO CHe. DparMeHTHpOBaHHAas
TrE€HEpaIn30BaHHasl CHAiK-BOJIHA MOKET Ka3aTbCsl 04aroBOW WJIM MHOI00YaroBOM,
HO OOBIYHO HE HaOII0AaeTcsl MOCJIEN0BAaTENbHO B OHOW oOnactu. Mopdosorus

(doxanbHOM CIaK-BOIHBI OOBIYHO MOX0XKA Ha TEHEPATM30BaHHYIO CIIAWK-BOJIHY.

NxranpHblit

Perynspnass reHepanm3oBaHHas CHAWK-BOJIHA WJIM NOJHMCHAMK-BOJHA 3-5,5 I

BO3HHUKACT IIpU a0CaHCHBIX IMPpUCTYyIIax.

[Ipu reHepaIn30BaHHBIX TOHUKO-KJIOHMYECKUX MPUCTyNaxX UKTanbHas DI gacTto
CKphITa apredakTtamMu. B ToHWYECKON cTaauu HaOIIOMAIOTCS TeHEPaTU30BaHHBIC
ObICTpbIE PUTMUYHBIC CIAWKK, B KIOHWYECKON ¢haze — 3aimbl CIANKOB U

MMOCJICAYIOIHNC MCOJICHHBIC BOJIHBI, CUHXPOHHBIC C KIIOHNYCCKUMHU



MOJIEPTrUBAaHUAMHU. 32 IPUMNAAKOM CJIEAYET MOCTUKTAIbHBINA MEPUO HEPETYIIIPHOU

MEJIJICHHOM aKTUBHOCTH.

IIMUJIEIICHUA C I'EHEPAJIN30BAHHBIMUA TOHHUKO-
KIOHNYECKUMU NPUCTYIIAMMU (EGTCA)

OJIEKTPOSHIEDAJIOIT'PAD®UA
don

®on D3I" HOpMaTbHBIN.

BHUMAHMUE! I'enepanuzoBaHHOE 3aMeIJIeHUE HE HAOIIOaeTCHl.

BHUMAHUE! ®okanpHOE 3aMeyIeHHE HAOIIOAAETCS MOCIEN0BATEILHO B OJHON

o0acTu, mpaBas CTpeIIka, pACCMOTPHUTE CTPYKTYPHYIO aHOMAIIUIO MO3Ta.

HMHTEpHUKTaIBHBIN

['enepanu3oBaHHasi CHalk-BOJIHA WJIM TMOJUCHIAMK-BOJIHA C yacTtoTod 3-5,5 Il
HaOMIoMaeTCsl B MHTEPUKTAIbHOM DD, YV 1MOJIOBUHBI MAIMEHTOB ATH aHOMAJIUU

Ha6J'IIOI[aIOTCH TOJIBKO BO CHC.

BHMUMAHUE! Xots ¢oxanpHas cHaiK-BOJHA MOXET BO3HUKATh, €CIM OHA
Ha0JII0JaeTCsl MOCIIEI0BATENILHO B OJHOW 00JacTH, IIpaBasi CTpENIKa, pacCCMOTPUTE

CTPYKTYPHYIO aHOMAJIUIO MO3ra.

BHUMAHUE! Mennennas cnaiik-BosiHa (<2,5 I'm) He HaOmomaeTcs, mpaBas

CTpeJiKa, pACCMOTPUTE IPYTUE CUHAPOMBI SIUIICTICUU.



AxTHBaus

Anomamus 20T YCWIINBACTCA IIPH JIMIMICHUHN CHA, B COHJIMBOCTHU U BO CHC.

Moxet Ha6JIIOI[aTI>C}I IpCpBIBUCTAS q)OTOHapOKCHBMaJII)Ha}I peaknus Ha CBCTOBYIO

CTUMYJISILIUIO.

['eHepanu3oBaHHas CralK-BOJIHA YacTO CTAHOBUTCS (DparMEeHTUPOBAHHON Tpu
JIMIICHUU CHAa WIHA BO cHe. DparMeHTUPOBAaHHAs [€HEpPAIM30BaHHAs CIIAK-BOJIHA
MOJKET Ka3aTbCsl OYaroBOM WJIM MHOrOOYaroBoil, HO OOBIYHO HE HaOIIOAaeTCA
MOCNIEIOBaTEeIbHO B OJHON oOmactu. Mopdonoruss o4aroBoil CrHalK-BOJHBI

O0OBIYHO ITOX0Ka Ha I'CHCPAJIN30BAHHYIO CHaP'IK-BOJIHy.

HxranpHbIin

IIpu reHepann30BaHHBIX TOHUKO-KJIOHMYECKUX MPUCTyNax HKTanbHas D3I yacTto
3aTeHeHa apTedaktamu. [ eHepann30BaHHbIE OBICTPHIE PUTMUYHBIE CTIAWKHA BUIHBI
B TOHMYECKOM CTaauu. BCIIECKM CIIaKOB M IOCIEAYIOLIHME MEIJICHHBIE BOJIHBI
CUHXPOHHBI C KJIOHWYECKHMH IOACPTUBAHUIMH. 3aTEM CIENYET MOCTUKTAIbHBIN

NIEPUOJ HEPETYISIPHOU MEJIEHHOW aKTUBHOCTH.

TMOEPMOTOPHASI  (TUNIEPKUHETUYECKASI)  DIWJIEICHS,
CBSI3AHHASI CO CHOM (SHE)

QJIEKTPOOHIEDAJIOTPADUA
don

®onosast D3I" 00bIYHO HOpMAJTEHAS.



BHUMAHME! ®okanpHOE 3aMejjieHHE NOCJIEN0BAaTEIbHO B OJHOH 00JacTH,

npaBasi CTpPENIKa, PACCMOTPHUTE CTPYKTYPHYIO aHOMAJTHIO MO3Ta.

NnTepukTanbHbIN

Y OonbummHCTBAa manveHToB Ha OO B cocToAHMU OOAPCTBOBAHUS HE
HaO0aeTCs AMUIENTUPOPMHBIX aHOMaiuil. Bo Bpemsi cHa snuinenTugopMHBIE

aHOMAaJIUU HaOII0JA0TCA B TIOOHBIX 001acTsIX nmpuMepHo y 50% nanueHTos.

AxTHBaIus

SHI/IJICHTI/I(bOpMHa}I dHOMAaJIUA YCHIIMBACTCA IIPU JIMINCHUHN CHA XU BO CHC.

HNxranpHblit

HkranpHas OO0 MOXET HE MOKa3bIBaTh OMPENEICHHBIX HKTAIBbHBIX MATTEPHOB,
OBITh CKPBITOM apTeakTOM ABMXKCHUS WM MOKa3bIBaTh Pa3BUBAIOLINECS OCTPHIC
WIM THK-BOJHOBBIE pa3psiibl, PUTMHYECKYI0 MEIJIEHHYI0O aKTHUBHOCTh WIIU
mud¢y3Hoe QoHoBoe yruiomieHne. MokeT HaOMI0JAaThCS MOCTUKTAIBHOE
dokansHoe 3amemiieHue. JnurtenbHas Buaeozanuch OO sgBiIseTCS TydIIUM
JUArHOCTUYECKUM TECTOM JJISl BBISIBIICHUS XapaKTEPHBIX MPUCTYTIOB BO BpEeMs CHa
JUIS TIOATBEP)KJIEHUSI JHUarHo3a, OCOOCHHO B clydasx 0e3 YeTKHX HKTaJIbHbBIX
narrepuoB OOI. Bayrpuuepenusie 3anucu O30 (Hampumep, crepeo-23I)
IPOAEMOHCTPUPOBAIIN, YTO UKTAJIbHBIC Pa3psiibl MOTYT HAYUHATHCS B JTOOHBIX WIIN
KCTpadpPOHTANIBHBIX 00JIaCTAX (B TOM YHCIE€ B OCTPOBKOBO-ONEPKYJSPHOM,

BUCOYHOW U TEMEHHOM KOpE).
CEMEMWHAS ME3HUAJBHASI BUCOUYHASA SITUJIEIICUSA (FMTLE)
DJIEKTPOOHIIEDAJIOTPADU A

don



®onoBass I31" HOpManibHas NpUMeEpHO y 60% MmanmMeHToB, B OCTaJIbHBIX CIy4asx

MOJKCT Ha6J'IIOILaTI>C}I JCT'KOC 049aroBoc 3aMCAJICHHUC.

NHTepukTanbHbIN

[IpuMepHO y TpeTH MALMEHTOB HAOMIOJAIOTCA PEAKUE OCTPBIE BOJIHBI B BUCOYHOU

o0nactu, 00BIYHO OJHOCTOPOHHHUE.

AxTHBaIus

Anomamus D01 YCUIINUBACTCH IIPH JIMIICHUN CHA, ITPHU COHJIIMBOCTHU U BO CHC.

NxranpHbIi

Nmeertcst HemocTaTOUHO ONMyOMMKOBAHHBIX 3amuceit 00 ukraabHo D3I npu 3TOoM

CUHJIpPOME.
SIMUWIEINICHUSA CO CIAYXOBBIMU OCOBEHHOCTAMM (EAF)
DJIEKTPOOHIED®AJIOTPA®UA

®oH

®onoBas D3I HOpManbHasl.

NuTepukranpHas

WNutepukransHas O30 o0biuHO HOpManbHas. Ecnu HaOmogaeTcss aHoMalus, OHa
XapaKTepu3yeTcsi O4yaroBbIMH (OOBIYHO BHCOYHBIMH)  SMNUJIECOTHQOPMHBIMU

aHOMAJIUSIMH; OHH TAK)KE€ MOTYT OBITh paCIpOCTPAHEHHBIMHU.

AxTHBaIus



Anomamusa 29I YCUIIMBACTCA IIpU JIMIICHHH CHA, B COHJIMBOCTH MW BO CHC.

Anomanus 931" MOXET aKTUBUPOBATHCA NMPU TUIEPBEHTUIISLINH.

HxrtanpHag

Hmerotcss HeoCcTaTOYHBIE OMYOJIMKOBaHHbBIE 3aMucy UKTambHOW D3I mpu 3TOoM

CHUHJIPOME.

CEMENHASI ®OKAJBHASI DHIWIEINCHAS C BAPUABEJHBHLIMU
OYATAMU (FFEVF)

QJIEKTPOOHIUEDAJIOTPADUA
don

®onoas D31 HOpMmaibHAS.

WNHTepukTanpHas

WUutepukranpHas OO B OONBIIMHCTBE CIy4yaeB TMOKAa3bIBAET OYaroBbIC
AMWIENTU(OPMHBIE aHOMAJINH, Y KaXJI0r0 YeJ0BeKa B ceMbe (poKasbHast 001acThb

OCTa€TCsl NOCTOSSHHOM C TCYCHUEM BPCMCHH.

AKTuBaLus

Anomanus D01 ycunuBaeTcsi IpH JIMIIEHUU CHA, IPYU COHJIMBOCTHU U BO CHE.

HxranpHas

HkranpHasgs 301" 1eMOHCTPUPYET OYArOBBIE HMKTAJBHBIE NATTEPHBI, CBSI3aHHBIE C

(bOKaHBHOﬁ CCTBIO MO3ra, BOBJICUCHHOM B YEJIOBEKA.



SMWJIENCUSA C TNPUCTYIIAMM, BbI3BAHHBIMM UYTEHHUEM
(EWRIS)

DJIEKTPOOHIUEDAJIOTPADUA
don

®on O3I" HOpMaTbHBIN.

WHTEepHUKTaIbHBIN

WuTepukranpHas oSnwienTUGOpMHAs aHOMAIUs MOXET He HaOII0AaThCs.
[Tpumepro B 75% ciy4aeB HaONIOAAIOTCSI TE€HEPATU30BAHHBIE HKTAJIBHBIC
paspsabl, U1 TpuMepHO B 25% HaOmonaTcs IByCTOPOHHUE, HO aCUMMETPUYHBIE
WIN OJTHOCTOPOHHHUE Pa3psabl (JlaTepanu3alus B JOMUHUPYIOIIEe MOJyLIapue BO

Bcex ciyyvasix; B 10% HaOI01a10TCsS 04aroBble BUCOYHO-TEMEHHBIE Pa3psiibl).

AKTHUBaIUA

Anomamusa 20T YCUWIINBACTCA IIPH JIMIICHUN CHA, COHJIMBOCTHU U CHC.

HxranpHbiin

MUOKIIOHHYECKHME TIPUCTYIIBI  CONPOBOXKIAIOTCS KPATKOBPEMEHHOW  OCTPOM,
CIAiKOBOW WJIM OCTPOI/CTIaliK-BOJHOBOW aKTHBHOCTBIO (KOTOpasi MOXET OBITh
HU3KOro HampspkeHus). X MOXeT ObITh TPYAHO OTIMYUTH OT COIYTCTBYIOILETO
MHUOTEHHOTO apTedakTa. XapaKTepUCTUKH MPHUCTYIa €IBa 3aMETHBI, UX MOXKET
OBITh TPYJIHO OLIEHUTh HA BUJIEO, ITOJIy4YEHHOM BO BpeMs Bueo-031, u3-3a TOHKOH
IpUpPOJIbI OpO(dalMaIbHOIO MUOKJIOHYCA U OTPAaHUYEHHOTO pa3pelleHus YepT JINLa
BO BpeMs Buaeo-OOI. MoxeT ObITh MONE3HO MPSIMOE BUAEO JIMIA MAlUEHTa BO

BpEM:A UTCHUA.

ITPOI'PECCHUPYIOIIAA MUOKTOHNYECKASA SITUJIEIICUSA (PME)



DJIEKTPOOHIUEDAJIOTPADUA
don

®oH MokeT ObITh HOpMaAJBHBIM B Hauaje, Mporpeccupyroilee 3ameienne hona

MMOABJIACTCA CO BPCMCHCM.

W HTEepHUKTaIBHBIN

Bugum  reHepann3oBaHHBIE — CHAK- W [OJMCHAMK-BOJHBL.  (DokanbHas
snuaenTu@opMHas aHOMaIMs MOXKET HaOMIAaThCsd B 3aqHUX OTHAENIaX MpHU

6one3nu Jlagopa.

AKTuBanus

B 3aBucHMOCTH OT OCHOBHOW MPUYUHBI, (POTOCTHMYJISIIUS MOXKET CIIOCOOCTBOBATH
paspsimaMm craiik-BosiH Ha DDI°, 310 Habmromaercs mpu Oone3nu YHpeppuxra-
Jlyanoopra, Oonesnn Jlabopa W mpu  HEHPOHAJBHBIX  IIEPOUIHBIX
nunodycuuHo3ax. MokeT HaOII0IaThCsl aKTUBAINS Ha HU3KAX YaCTOTAaX BCIIBIIICK
npu Oone3nu Jladopa w mpu cnennpuUecKUX HEUPOHATBHBIX IIEPOUIHBIX
munodycumHozax, Hampumep, CLN2. B  ommume OT T'CHETHYECKHX
TeHEePATM30BAaHHBIX AMIICIICHIA, TeHEPATM30BaHHAS SIIICHTH(POPMHAS aHOMAITHSI
MOXET He aKTUBHPOBAThCS BO cHE Tipu Oone3nu Jladopa (HO (okanmbHAs aHOMAITHS

B 3aJHHUX OTACIaX MOXET aKTI/IBI/IpOBaTBCH).

NxranpHblit

OnuHOYHBIN TeHepaIu30BaHHBIN MOJMCIANK-BOJIHA MOXET KOPpPEIUpoBaTh C
MOJIEPTUBAaHUEM  MHUOKIOHHUYECKOTO  NPHUCTYIA, OJHAKO  OecropsIo4YHbIN

MUOKJIOHYC Oosie3an Jladopa MokeT Bo3HHKATh O0e3 Koppensita D1 .

CUHAPOM PACMYCCEHA



DJIEKTPOOHIUEDAJIOTPADUA
don

PazBuBaercs  acummerpusi  ¢goHoBoit O3 ¢ moTepell = HOpPMAaIbHBIX
(GU3HONOTUYECKUX PUTMOB M MPOTPECCUPYIONIEH MEMJIEHHON aKTUBHOCTBIO,
MOSABJISIONIENCS HAJl MOPAXKEHHBIM MOJIyIIApUEM. Y MEHBIIMHCTBA ITAIIUEHTOB

D3I MoxkeT ObITh HOPMAJILHOM MPU MPEABIBICHHUH.

NuTepukTanbHbIN

OnunentudopmMHasi  aKTUBHOCTh  4acTO  BCTPEYAETCs HAJ  IMOPAKEHHBIM
noigymapueM B uHTepukTanbHOi  OOI.  Moxer ObiTh  (oKaybHas
MWIENTUOPMHAs  AKTUBHOCTb, KOTOpas CTAHOBUTCS  PacHpOCTPaHEHHOM.
[TosiBieHne  KOHTpajaTepalbHOM  SMUICOTHPOPMHONW  AKTUBHOCTH  MOXKET

KOPPEIUPOBATh C BO3HUKAIOIINM CHIDKCHHUEM KOTHUTHBHBIX (DYHKITHA.

AxTHUBaIMA

Anomamus D01 YCUIINBACTCA IIPH JIMIMICHNA CHA, B COHJIMBOCTH U BO CHC.

HxranpHbIin

®dokanpHbple HUKTalbHbIE pa3psaabl D3I MoryT HaOmoIaThCs HpH  (POKAIBbHBIX
NPUCTYIAX, OHU YacTO OBIBAIOT YacThiMU U (pukcupyrorca Ha O3I. Ilpuctynsl
MOTYT BO3HHMKaThb M3 HECKOJBKHMX OYaroB B NopaxkeHHOM noiymapuu. Epilepsia
partialis continua MOXeT HE COMPOBOXKAATHCS TOBEPXHOCTHBIM M3MeHeHHeM DO .
W3-3a wuncunatepaibHOM aTtpodum MPUCTYMHI, 3apeructpupoBaHHble Ha D0I,

MOTI'yT UMCTb Oouee BBICOKYIO aMIIJIMTYyy Ha KOHTpaHaTepaHBHOﬁ CTOpOHC.



PCKOMCHHyeTCﬂ y OOJILHBIX C IMOAO3PCHUEM Ha JIUICIICHUIO CO6J'II-OI[3TI>

HETMPEPBIBHYIO MPOAOJDKUTEIBHOCTh 3amucu pyTuHHOM D3I Gonee 30 MUHYT

[228].

YpoBenb yoOeautesbHOCTH PpexkoMeHaauuid C (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJabCTB — 4).

KommenTapwmii: npooonsxxcumensnocms  pecucmpayuu 331" npsamvo ceazama c
yacmomou  8vlAGNeHUs  INULENMUPOPMHLIX — 2padodiemMeHmos,  0OHAKO
OOHO3HAYHbLIX PEKOMEHOAYUU 0 MAKCUMATbHOU ONUMENbHOCMU UCCTe008aHUsL He

cywecmeyem [228].

Pexomenpyercst perucrpanus 391 BO BpeMms CHa y JETEH C BHOBB
BO3HHUKILEW WM IPOTPECCUPYIOIIEN 3aJE€PKKOW ICUXUYECKOTO pPa3BUTUA IS
UCKJIIIOYEHMsS] CHUHJIPOMA IPOJOJDKEHHOW (HENmpephIBHOM)  CHAaK-BOJHOBOU

aktuBHOCTH BO cHe (Continuous spike and waves during sleep, CSWS) [229].

YpoBenb yoOeautesbHOCTH PpexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

J0KA3aTeJIbCTB — 5).

KommenTapmii: Cunopom snunenmuyeckou 3Hyegaronamuu pa3zeumus u/uiu
SNUIeNnMu4ecKas IHYedaionamus ¢ 2J1eKmpuiecKum INUNenmuyecKum cmamycom
MeONleHH020 ~ CHa/akmusayuell Cnauk-80aHO8bIX pa3piaoos 6o cHe (ESES)
accoyuupoearw ¢ HeUPOKOSHUMUBHbIMU  HAPYUWIEHUSMU U PeoOKUMU
SNUNENMUYECKUMU NPUCMYNAMU Y 0emell, e20 OUASHOCMUKA 803MONCHA MOJbKO
npu pecucmpayuu 331" 6o 8pems cHa. Tepmun yacmo ynompebisaom 6 Kauyecmae
CUHOHUMA 3jleKmpuyecko2o cmamyca meonenHoeo cha (ESES). Ilo mmnenuio
Heupopuzuonoeos, 0ns onucanus Haxooox Ha I credyem ucnonv3oeamo
mepmMuH «INeKmpu4ecKuti dNULeNMUYecKuli. cmamyc meojeHHo2o cHay. Ilpu
unoekce snuienmu@opmuoi akmusrHocmu Hudxce 85% u eviue 50% pewernue o
HA3HAYeHUU NPOMUBOINUIENMULECKOU mepanuy cieoyem NPUHUMAamy C Y4emom
COBOKYNHOCMU  KIUHUYECKUX  OAHHBbIX U  HEUPONCUXOJIOSUYECKOU  OYEeHKU

KOZHUMUBHBIX YYHKYULL 8 OUHAMUKE.



Pexomennayercs peructpanus O3 peOeHKy MepBBIX JIET KU3HU C

3a7ep>KKOU ncuxopedeBoro pazsutus [230].

YpoBenb yoOeaureabHOCTH pekomeHganuii C (ypoBeHb J0CTOBEPHOCTH

A0Ka3aTeJbCTB — 5).

Pexomenayercs nposeaeHue pyTuHHON DI 00apCTBOBAHMS MAILIMEHTY
C TOJIO3PEHUEM Ha HaJU4He JETCKOM a0CaHCHOM AMWIETICHM C LIEJIbI0 YTOYHEHUS

JIMarHo3a U B IMHAMUKE U1 OIIeHKHU 3P PeKTuBHOCTU Tepanuu [227, 469].

YpoBenb yoOeautesbHOCTH PpexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

0KA3aTeJIbCTB — 5).

KommMmenTapuu: V pebenxa ¢ demckoti abcanchou snunencuell, He nOay4anue2o
Jleyenue, aOCancvl O0NNHCHBI PA36UMbBCS  CpA3y HA NPASUILHO NPOBEOEHHOU
eunepgenmuniyuu. Ecau nem 6o3modcnocmu coenamov 6u0e03anucb npucmynd,
1a6opanm OO0AHCeH UCNONb308AMb NPOOLI CO CYEMOM 6CAYX U GHUMAMENbHO
Haobao0amv 3a KIUHUYECKUMU NPOAGIEHUAMU aOCAHCa U OYEeHUmMb CmeneHb
Hapyuwienusi — oco3HaHmocmu.  /[na  oyenku  d¢hghexkmusnocmu  mepanuu
yenecooopaszno nposooums pymunuyio 31 moeoa, kocoa pooumenu nayueHmos

He UOSIM NPUCMYNOS.

Pexomenpyercst perucrpauus 991" 1 NOATBEPKACHHS HE TOJBKO

KIIMHUYECKOM, HO | dJIeKTporpaduueckoi pemuccuu smuierncuu [231].

YpoBenb yoOeaureabHOCTH PpexkoMeHaauuid C (ypoBeHb J0CTOBEPHOCTH

A0KAa3aTeJabCTB — 5).

KomMmeHnTapmii: npeumywecmeenno npu 2eHepaiu308anHHbix opmax 3nuiencuu,
KOIUYeCmB80  SNUNeNMU@OPMHOU  aKMUBHOCMU — NPAMO  Koppeaupyem ¢
8EPOAMHOCMbIO 803HUKHOBEHUS. INUIENMUYECKUX NPUCNYNO8, NOIMOMY peuieHue
0 KoppeKkyuu 003bl NPOMUBOINULENMUYECKUX NPEnapamos ciedyem NPUHUMAmbs
nocne xkoumponas I3I". Koumponvnyto pecucmpayuro 331" cnedyem nposooums c
memu Jce YCIOBUAMU, YMO U NEPBUUHYIO 3aNUCH, BbIAGUBULYIO INULENIMUDOPMHYIO

AKMuBHOCMmb.



| Pexomenayercs OOI' cHa wiu Buaeo-O3I -MOHUTOPUHI C perucTpamuel cHa
NalyeHTaM C TOJ03PEHUEM Ha SNWJIENCHI0, Y KOTopbix D3I GoapcTBOBaHUSA
(kopoTKasi WM JUIMTeNbHas ) He HMHPOpMaTHBHA (HE MOATBEPXKIAET HaJIM4YMe

snunencun) [221, 232].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

A0KAa3aTeJabCTB — 5).

| Pexomenayercs peructpanus D3I manueHTaMm C 3MUAJIETICUEN HE TOJBKO IS
OLIEHKHM DJIEKTpOrpaMueckoil pEeMUCCUM, HO U JUIsl OLEHKH 3()(PEKTUBHOCTH

neuenus [221, 232].

YpoBenb yoOeaureabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

0KAa3aTeJbCTB — D).

2.4.2. InutenbHbIi BUae0-O3] -MOHUTOPUHT

Beenenne: JlnurenbHbld  BUAE0-OOI -MOHUTOPUHI — 3TO  CHHXPOHHAas
peructpanus D3I U Buaeo3anmucu cocTosiHus ooOcnemyemoro. OCHOBHas IEIb
BU1€0-DD -MOHUTOpUHTA — BHU3yaau3alusl NapOKCU3MAIbHBIX COOBITHM ISl MX
JETaJIbHOTO aHajiu3a. OJTO BaXHO I KIACCU(MUKAIUA  AIUJIEITHYSCKUX
NPUCTYIIOB, SIWICNTUYECKUX CHUHAPOMOB M JIOKaJU3allMU SIUICITON€HHOTO
oyara. Buneo-D3I -MOHUTOPUHT  SABJISIETCA ~ BAXKHEUIIMM ~ METOJAOM B
nuddepeHranbHON JIMAarHOCTHKE SIMJIENITUHYECKUX IPUCTYTIOB u
HEAMUWICTITHYECCKUX TAapPOKCU3MAIBHBIX PACCTPOMCTB, a TakKe 00s3aTelieH Npu
MOATOTOBKE K XHPYPrHUYECKOMY JedeHHUI0. [IpoomKuTenbHOCTh 00CIe10BaHus
COCTaBJIIET OT HECKOJbKUX YacOB JI0 HECKOJbKUX nHel. [Ipu npoBeneHun Buaco-
OOI'-MOHUTOpPUHTA C 1EJIbI0 TMOATOTOBKM K XHUPYpPrU4E€CKOMY JICUCHUIO
(bapMaKope3UCTCHTHOM  AIUJICTICUM  HUCIIOJIB3YIOT HE TOJIBKO  CKaJbIIOBHIE,
YaIIeYKOBbIE 3JIEKTPOJIbI, HO, NMPU HEOOXOJIMMOCTH, M HWHBA3UBHBIE, KOTOPHIC

HMINIAHTUPYIOT B IIOJIOCTDH 4YCPCIIaA.



PexoMeHayeTcst IPOIOIKUTEIIBHOE, npu HEOO0XOAUMOCTH -
KpPYyTJIOCYTOYHOE BU1€0-OD] -MOHUTOPUPOBAHKE y NAIMEHTOB C
(bapMaKope3UCTEHTHON SMWIETICUEN MPH MOJATOTOBKE K HEUPOXUPYPTrUUECKOMY

nedenuto [233, 234].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

A0KAa3aTeJbCTB — 5).

KommenTapmii: /11 onpedenenus noxazauuil K Xupypeuuyeckomy JaedeHuro u
NIGHUPOBAHUIO  ONepayuu no nogooy  GapmaKope3uCmeHmuou Inuiencuu
obs3amenbHa CUHXpoHHas peeucmpayus I u  eudeosanucu cemuonocuu
HECKOJIbKUX INUNeNMU4ecKux NpUCmynog Oas UCKIIOYEHU UX HNCUXO2EHHO20
Xapakmepa u JAOKAIU3AYUU 30HbI Hauala npucmyna. [[ns 2mo2o ucnonb3yom
MHO20CYmouHoe uoeo-I3 -MoHumopupoeanue CKaibno8bIMU UTU UHBA3UBHBIMU
9NEKMPOOaAMU, NPOOOAHCUMETLHOCHIL KOMOPO20 MONCEM OOCMUSAMb HECKOIbKUX

CYMOK U dadice Heoeilb.

PexkoMenayeTesl Ipu  TPOBEIEHUH  CKalbIOBOTO  BUaeo-DII-
MOHHUTOPHUPOBAHUS Y MALMEHTOB C (hapMaKOpPE3UCTEHTHOW 3MUJICTICHEeN BO BpeMs
HOJATOTOBKM K XHUPYPTUYECKOMY JICUEHHUIO HCIOJIb30BaTh (DUKCUPOBAHHBIE K
CKaJIbITy YaIlIeYKOBBIE 3JIEKTPOJbI, PACIOJIOKEHHBIE COIJIACHO MEXAyHapOJIHOU
cxeme 10 - 20, a mpu MOAO3pEHUH Ha BHCOYHYIO (OpPMY SIUIEIICUU
JIOTIOTHUTENFHO YCTaHABIMBATh DJEKTPOAbI B TMPOEKUHWH HWKHUX OTJEINIOB

BUCOYHBIX JoJiei mo cxeme 10 - 10 (HmkHsAg BUCOYHAs 1ernmoyka) m [235].

YpoBenb yoOeautesbHOCcTH PpexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

JA0KA3aTeJbCTB — 5).

KommenTapmii: [lpodonocumenshuuiti  ckanvnogviti  6udeo-331 -monumopune
HeobX00UMO OCYUWeCmeIAmsb YauleyKo8bIMU dEeKMpPoOamMu, NPUKPENIeHHLIMU K
CKAIbNy € NOMOWbIO KOANOOUS UTU MEeOUYUHCKO20 Kies, d Nnpu Nnooo3peHuu Ha
BUCOUHYIO (YOpMY INUNENCUU YUCTIO KOHMAKMO8, YCMAHOBIeHHbIX HA NO8EPXHOCb

207108bl, MoOdcem odocmueamv 27. Omo obycroenueaem mpebOSaHUs K



npumMeHsieMulM Ol dMux yeneu dHyepanozpagam: uUCIO peUcmpupyroujux
KaHano8 OOaXCHO Ovimb He MeHnee 32, a 6 clyuae 3anuceu UHBA3UBHBIMU

anekmpooamu — 64.

PexoMenayercsi mpoBeicHUE BHI€0-DI] -MOHUTOPUHIA 3JIEKTPOJIAMH,
UMIUTAHTHPOBAHHBIMU B MOJIOCTh uepena (Cyo1ypaibHbIX, INTyOUHHBIX, OBAJIbHOIO
OTBEPCTHSI, CKYJOBBIX) MalUEHTaM ¢ (hapMaKOpE3UCTEHTHOW SIWIIeNcuell mnpu
HEBO3MOKHOCTH JIOKAJIM30BaTh 30HY Hayajla IPUCTYIa C IMOMOIIbI BUAeo-O3I -

MOHHMTOPHHTA, BBITIOJHEHHOTO CKaJIbIIOBBIMU 3JIEKTpoAaMu [236].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJabCTB — 5).

KomMmenTapmii: kopkosvle — anekmpoovl 0 pecucmpayuu I3 u
9N1eKMPOKOPMUKO2paAPUU  HeobXo0UMO  UCNONb306aMb 6  CAY4asax, Ko20d
pe3yibmamul CKalbnogol 3anucu He cognadarom c oauuvimu MPT u cemuonozuet
APUCMYNA, UTU UX HEBOZMONCHO OYEHUMb U3-3A BbIPAICEHHBIX apmedakmos, yaue

6ce20 08UAMENbHBIX.

2.4.3. Ilokazanus 115 poBeaeHUs BUae0-O3] -MOHUTOpUHTA Y IeTEN

| Pexomenayercsi 3amuch BHIe0-OO[ -MOHHTOpUHTAa 1O MEHBIICH Mepe B
TedeHue | yaca peOeHKy ¢ Moj0o3peHrneM Ha cuHIpoM OTaxapa ¢ Lejblo 3alUCH
npucTynHOM OO U U1 BO3MOXKHOCTH OLIEHKU MEXNpUCTYyTHOU DI kak cHa, Tak

u 6oapcTBoBaHus [227, 469].

YpoBenb yoOeautesbHOCTH PpexkoMenaauuii C (ypoBeHb J0CTOBEPHOCTH

JA0KA3aTeJIbCTB — 5).

KommenTtapuu: Mesxcnpucmynnolii nammepH no mMuny «8CNbIUKA-NOO0AGIeHUE
ApU  HATUYUU  ONUTENMUYECKUX CHA3MO8 U MOHUYEeCKUX Npucmynog (no
omoenvHOCmU UIU éMecme) noomaeepacoaem OuazHo3. Bozmooicnvl u gpoxanvrvie

NpUCMynol.



| PexomeHnayercsi 3anuch BUAcO-IDI -MOHUTOPUHIA B JMHAMUKE 1O MEHBIICH
Mepe B TeueHue |1 yaca peOeHKy ¢ mojo3peHueM Ha cuHapoM Otaxapa ¢ IeNbIo

olieHKH 3(ppexTuBHOCTH JeueHus [227, 469].

YpoBsenb yoOenureabHocTH pexkoMeHaanuii C (YpoBeHb [JA0CTOBEPHOCTH

JA0KAa3aTeJIbCTB — D).

|  Pexomenayercs Brieo-23 -MOHUTOPHUPOBAHHUE c 3aIUChIO 201
OOapcTBOBaHUSI W CHa PEOCHKY C TMOJO3PEHHEM Ha J00pOKauYeCTBEHHBIE
ceMelHble, HeceMEeiHble HEeOHaTabHble M HH(QAHTWIbHBIE CYJIOPOTH C LEJbIO

OLICHKU MPUCTYIHOW U MeXnpuctynHon 9317227, 469].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

0KAa3aTeJIbCTB — D).

KommenrTapuu: Meocnpucmynnas 991" Hopmanvha uiu ¢ He3HAYUMENbHbIMU
INUNENMUDOPMHLIMU — UAU  HEINULENMUPOPMHLIMU — (DOKATbHLIMU — UTU
MYTbMUPDOKATLHBIMU U3MEHeHUAMU (Grintonetal., 2015). H3peoka
peaucmpupyemcs nammepH <«thetapointualternanty, Ho oH He cneyuguuen O
cunopoma. Ecnu yoaemcs 3anucames npucmyn, mo oH HauuHaemcs ¢ Oughghyznoeo
ounamepanvHo2o  ynioweHus akmueHocmu 6 meuenue 5 - 20 cekyHO
(coomeemcmeyem MOHUYECKOU aze Npucmyna u/anHod) ¢ Nocieoyiouum
pazeumuem QOKAIbHLIX UTU OUIAMEPATbHLIX PUMMUYHBIX BbICOKOAMNIUMYOHBIX
80JIH, 4 3aMeM C NOosABIeHUeM OCMPbIX 80JIH 8 JOOHbIX, BUCOUHBIX U YEHMPATbHbIX

OMmeeoOeHUsIX.

| Pexomenayercsi 3anuch BuIe0-IDI -MOHMTOpUHTAa IO MEHBIICH Mepe B
TedyeHue | daca, ¢ BKIIIOUCHHEM CHa, peOCHKY C (hOKaTbHBIMU TPHUCTYIIAMH C
paHHUM HAYaJIOM C LENbI0 3amucH MpUCTYTHON DI U 111 BO3MOKHOCTH OLICHKH

mexnpuctynHoit 31 kak cHa, Tak 1 6oapcTBOBanus [227, 469].

YpoBenb yoOeautesbHOCTH pexkoMeHaauuid C (ypoBeHb J0CTOBEPHOCTH

0Ka3aTeJIbCTB — D).



| Pexomenayercsi 3anuch BUAcO-IDI -MOHUTOPUHIA B JMHAMUKE 1O MEHBIICH
Mepe B TeueHue | yaca, ¢ BKIFOUEHHEM CHa, peOeHKY ¢ (POKaJbHBIMU MTPUCTyIaMU

C paHHUM HayajioM C IIeJIbI0 OLeHKU 3P (HEKTUBHOCTH Tepanuu [227, 469].

Yposenb yoOenureabHocTH pexkoMeHaanuii C (YpoBeHb /JI0CTOBEPHOCTH

JA0KAa3aTeJIbCTB — D).

| Pexomenayercst Buaeo-2I -MOHUTOPHHT ¢ BKJIFOYEHHEM CHA M IO KpalHEi
mepe 10 MEUHYT mocie cHa peOeHKy ¢ MOAO3PEHHEM Ha Hajaudre MH(GAHTUIBLHBIX
CIIa3MOB C UENbI0 MOATBEPKACHUS THUIIA TMPUCTYIIOB U XapaKTEPUCTHKU

MexxnpuctynHo 931 [227, 469].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

0KAa3aTeJbCTB — D).

KommenrTapun: Auganmunvuvie  cnazmol yawe  HabaoOdalomcs  npu
npobysicoeHuu pebenka. luncapummus cHauania 603HUKAEM 80 CHe, U MOJbKO
nomom 8 6odpcmeosanuu, ona ucyezaem ¢ REM cou. V pebenxa, xax npasuino,

omcymcmaeyom gusuono2uieckue nammephsl cHa (éepemena, K-komnnexcol)

| Pexomenayetcs Bumeo-29 -MOHUTOPUHT B TMHAMHUKE C BKJIFOUYCHUEM CHA H T10
kpaitHeit Mepe 20 - 30 mMuHYT mocie cHa PeOEHKY € JUarHo30oM CHHAPOMaA
WH()AHTWIBHBIX CMa3MOB (CMHOHMM - CHHApoMa BecTta) ¢ 1enbpl0  OICHKH

s dexTrBHOCTH Tepanuu [227, 469].

YpoBenb yoOeaureabHOCTH pexkoMeHaauuid C (ypoBeHb J0CTOBEPHOCTH

0Ka3aTeJbCTB — D).

| Pexomenayercsi JIUTENBHBIA BHIC0-DD] -MOHUTOPUHT C BKIIOYCHHEM CHA
peOEHKY C MOAO03pEHUEM HAa MH(AHTUIIBHBIE CIIa3Mbl P HAIWYUHU PA3HBIX TUIIOB
OPUCTYNOB (HE TOJBKO CIIa3MOB) C LEJNbIO IMOATBEPXKACHUS THUIIA IPUCTYIOB,
U3MEHEHUHU XapakTepa MPUCTYINOB, WM MPU OTCYTCTBUH 3P (deKTa OT Teparuu ¢

1[EeJIbI0 YTOYHEHMS quarnosa [227, 469].



YpoBenb yoOeaurTeqabHOCTH pexkomeHganuii C (ypoBeHb J0CTOBEPHOCTH

J0KAa3aTeJIbCTB — D).

| Pexomenayercsi Buco-23I -MOHUTOPUHT OOJPCTBOBaHUS U CHa PEOCHKY C
nojno3peHrneM Ha cupapoMm J[lpaBe u [IpaBe-mogoOHBIE CHHAPOMBI C ILEIBIO

YTOYHEHHMS quarnosa [227, 469].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

0KAa3aTeJbCTB — D).

Kommenrapumn: /luacnoz  cunopoma  /l[pase  ckopee  ocHogvisaemcs — Ha
KAUHUYECKUX U 2eHemuyecKux OanHwix, oaunuvle DI umeem OonoinumenvHoe
3Hauenue. Y He nonyuarmue2o JjeyeHue nAyueHma ¢ CUHOpomom Jlpase
(amunuyHvle GebpubHble CYOOpOU U/UNU CIAmycbl) 0OHApy’ceHUue 3amedleHUs]
OCHOBHOU OUOITIEKMPUHECKOU akmusHocmu (oxanvHoco uau ouggysnoeo) c
paunel  omoceHcumusHocmolo U Qukcayueli NPUCMYNOS, CEOUCNEEHHbIX
cunopomy Jlpase, noomeepxcoaem ouacno3. Ho uemkxum noomeeporcoenuem

0UacHO3a ABNAEMCs 0OHAPYHCEHUE 2eHeMUYECKOL NPUpoovl 3a00.1e6aAHUS.

|  Pexomenayercst Buaeo-23I -MOHUTOPUHT OOJPCTBOBAHUSA M CHA B JMHAMHUKE
pebenky ¢ auarHo3oM cuaapoma JlpaBe u JIpaBe-mogoOHOTO CHHApPOMA C IETBIO

orieHkH 3G dexkTUBHOCTH Tepanuu [227, 469].

YpoBenb yoOeauredabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

A0Ka3aTeJbCTB — D).

| Pexomenayercsi Buneo-23 -MOHUTOPUHT OOAPCTBOBAHUS W CHAa pPEOCHKY
TAaKOH  MPOJOJDKUTENIBHOCTH, 4YTOOBI  ObUIM  3a(pUKCHUPOBAHBl  MPUCTYIIBI
(CkenaTenpHO UX cepus) peOeHKYy ¢ TMOJO3PEHHEM Ha 3J0KauYe€CTBEHHYIO
SMUJICTICUIO JIETCTBA C MHIPHUPYIOMIMMH (OKATbHBIMU MPHUCTYIIAMU C IEJBIO

yTOYHCHHS quarnosa [227, 469].

YpoBens yoOeaurenbHOCTH pexkoMeHaauuid C (ypoBeHb J0CTOBEPHOCTH

A0KAa3aTeJbCTB — D).



Kommenrapuu: Tunuunsiii «mucpupyrowuily NpuUCmyntvli NAMMmMepPH CLYHCUM
Hapsady ¢ KIUHUYECKUMU NPOAGNEHUAMU BANCHOU COCMAsIAuel CUHOpoma.
Ipucmynnoiti nammepH, 10KAMU308AHHBIU 8 OOHOU 001ACMU U COCMOAWUN U3
PUMMUYHOU AKMUBHOCMU Allbha-mema OUanazoHd ¢ pUmMUYHLIMU CRAUKAMU U
CRAUK-80IHAMU, HNOCMENEeHHO 3ameolnsemcs u ocmauasiueaemcs. B smom
MOMEHmM OH BO3HUKAem 6 coceoneu obaacmu U NpocpeccusHo no Hel
pacnpocmpaunsiemcs. Ilpu yacmeix npucmynax RAPUCHMYNHbLL NAMmMepH 4acmo

nepemewaemcs u3 00H020 NOIYUApUs 8 Opy20e.

|  Pexomenmyercst Buico-231 -MOHUTOPUHT OOJPCTBOBAHHUS W CHa PEOCHKY C
(beOpUIBbHBIMU CYJIOPOTaMH ILIIOC U ¢ TEHETUYECKOM amuierncue heOpuaIbHbIMU

CyJIOpOTaMH TUTIOC C IIEJIbI0 YTOYHEHUS quarnosa [227, 469].

YpoBenb yoOenurTeabHocTH pexkoMeHaanuii C (YpoBeHb [JA0CTOBEPHOCTH

A0KAa3aTeJbCTB — D).

KommenTapun: XapakmepHnol HopmanvHas OU0dIeKmpuyeckas aKmugHOCmb,
2eHepaIUu306aHuble CNAlK-B0IHOBble KOMNaeKcul ¢ yacmomou 2 - 3 Ty. Mozeym
Oblmb HalldeHvl Opyeue Munvl NPUCMYNO8 (AOCAHCHl, MUOKIOHUU, MUOKIOHUKO-
amonuyeckue, amoHudeckue). Moowcem Ovimb 3apecucmMpuposaHo  HAYALo

GoxanvHo20 npucmyna (c 100HbIX UIU C BUCOUHBIX OMBEOeHULL).

|  Pexomenayercsi Bujico-23I -MOHUTOPUHT OOJPCTBOBAHUS W CHa PEOCHKY C
HEKJIaCCU(PUPOBAHHOW »HHIepanonaTHeil pa3BUTUS M SHWICNTUYECKON Jis

noaTBepkaAeHus auarnosa [100, 227, 469].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

10Ka3aTeJIbCcTB — 5).

| Pexomenayercsi Bunco-23 -MOHUTOPUHT C BKIIIOYCHHEM CHA TAIMEHTaM C
BO3pacT3aBUCUMON SNMJIENCUEN JETCTBA C LEHTPOTEMIOPAIBbHBIMU CIAHKaMU
(CMHOHHUM pOJIaHANYECKOM) B TOM cilydae, eciii pyTuHHas D3I He nHpopmaTuBHa,

C LETBIO0 MOATBEPKICHUS AuarHosa [227, 469].



YpoBenb yoOeaurTeqabHOCTH pexkomeHganuii C (ypoBeHb J0CTOBEPHOCTH

J0KAa3aTeJIbCTB — D).

| Pexomennayercs Biieo-O3 -MOHUTOPUHT C BKJIFOUYECHHEM CHA MAalICHTaM C
BO3PACT3aBUCUMOM JMWIETICUEN JETCTBA C LEHTPOTEMIIOPAJIbHBIMUA CIIAWKaMH B
TOM Clly4ae, €CIM MPUCTYIIBI 4YacTble, W €CTh IIOJO3PEHHE Ha HaIW4ue
CTPYKTYpPHOI SMUJIETICUH; MPU Pa3BUTUU ATUIMHUYHBIX aOCAHCOB W/WIM JIPOIl aTak
u/unm  OECCylOpOKHOTO CTaryca, a TakKe TeHEpPaIu30BaHHBIX TOHHKO-
KJIOHMYECKUX MPUCTYTIOB OOJIPCTBOBAHNUS; NP MOSBICHUU CEPbE3HBIX TPYIHOCTEN

00yd4eHMs U peueBhIX MPOOIIEM C TeIbI0 yTOUHEHUsT Auarnosa [227, 469].

YpoBenb yoOeaurtesbHOCTH PpexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

J0KAa3aTeJIbCTB — D).

KommenTapuu: Ha cmpykmypuvlii xapakmep 5muoio2uu dNULencuu Moxlcem
VKa3bl8ams U3MeHeHue Mopghonocuu YeHmpomemMnopaibHulX CHALKO8 60 CHe,
0CcobeHHO pazsumue ObICMPBIX CNANKO8 UMY NOTUCNAUKOS, Y8eluyeHue MeOleHHbIX
80JIH, 3NU300bl Oenpeccuu pumma. He xapaxmepmuvr Ons oannoeo cumnopoma
3HauUumMenbHoe  3aMeO0NeHUe  OCHOBHOU  OUOINIEKMPUYECKOU  AKMUBHOCMU
(¢hoxanvroe unu ouggysmoe), npobeau oupgy3nvix
OUNAMepPanbHbIX/2eHePANU308AHHBIX  PA3PAO08 CHauK-mMeO0NeHHAs] 80/1HA
onumenbHocmolo  6onee 3 CeKYHO, a makKdyce OmMCYmcmeue aKxmueayuu
snurenmugopmubix pazpsoos 6o cHe. Hanuuue npooonsicennoli cnaik-601H080M
AKMUBHOCMU 60 CHe HNpU  HAIUYUU  COOMBEMCMEYIouel  KIUHUYeCKOU
CUMNMOMAMUKU (peepecca ncuxopeuesozo paszsumus, Yacmolx
Gapmaxope3ucmeHmuvlx NPUCMynos, NPUCmyno8, He XapaKmepHvlx 05 OAHHO20

CMHOpOMG) ModHcent yKasoleanib HA amunu4Hy0 360 1I0UUIO CqupOMCl.

| PexomeHnayercsi Biieo-23 -MOHUTOPUHT ¢ BKJIFOYCHHEM CHA ITallHCHTaM C
BO3pAcT3aBUCUMON JIUJICTICHEH C BETETAaTUBHBIMH TPHUCTYNAaMU (CHHAPOMOM
[TanaiioTomymoca) B TOM ciydae, ecnu pyTuHHas 91 He nHpopMaTHBHA, C TIETBIO

MOATBEPKACHUS 1uarno3a[227, 469].



YpoBenb yoOeaurTeqabHOCTH pexkomeHganuii C (ypoBeHb J0CTOBEPHOCTH

J0KAa3aTeJIbCTB — D).

| Pexomenayetcsi Buico-23 -MOHUTOPUHT (C 3aMUCBIO JIEKTPOMHUOrpaduu C
JNEIbTOBUJIHBIX MBIIII) C BKIIOUYEHUEM CHA MalMeHTaM ¢ TMOJ03PEHUEM Ha

HaJW4M€ MHMOKJIIOHUKO-aTOHMYECKOM HSIMJICICUU C HCIbI0 MOATBCPIKACHUS

nuarHosa [227, 469].

YpoBenb yoOeaurtesbHOCTH pexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

JA0KAa3aTeJIbCTB — D).

KommeHnTapumu: V  nayuewma, He noayuaoweco JleyeHue, ecmv  UAHC
3agurcuposams MUOKIOHUU 8 Nepeblil uac 3anucu. | unepseHmunayus modicem
cnposoyuposams — amunuyHvle  abcaucvl. J[na  ukcayuu  amoHUUecKo2o
KOMNOHEHMA  MUOKIOHUYECKU-AMOHUYECKO20 NPUCYNA  NAYUeHM  OOJIICEH
cmosmov  uau  cudemsv (00  HaOMOOeHuem, uYmoodvl  NPedomepamums

MpasmMoonacHoe nadeHue).

| Pexomenayercst Biieo-2I -MOHUTOPHHT C BKJIIOYCHHEM CHa IAI[UCHTaM C
BO3PACT3aBUCUMBIMU DJMWICTICUSIMH (C IEHTPOTEMIIOPATIBHBIMU CIIAMKaMH U C
BETETATUBHBIMU CHUMITOMAaMH) JUIsl OIEHKH J((PEKTUBHOCTH Tepanmuu W TpHU

pelIeHUU BOIpoca O 3aBEpUICHUHM JieueHus[227, 469].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

0KAa3aTeJIbCTB — D).

KommenTapun: Hanuuue yenmpomemnopanvuwix paspsaooe He s611emcs n08000M
0J151 NPOOONNCEHUSL MEPANUU, OHU MO2YM COXPAHAMbCA OIUMENbHO (00 8o3pacma
14 - 18 nem), He conposodicoasncey snuienmuyecKumu npucmynamu. s peutenus
gonpoca 06 omMmeHe MePaAnuUU BANCHA NPOOOIHCUMETbHOCMb KIUHUYECKOU

pemuccuu.

| Pexomenayercsi Buco-23I -MOHUTOPUHT (C 3aMUCBIO JIEKTPOMHUOTpaduu C

ACIbTOBHUIHBIX MI)IHIH) C BKIIIOYCHUCM CHa IamueHTaM C IIOJO3PCHUCM Ha



Hajmuuue cuHjapoma JleHHokca - ['acTo ¢ 1enb0 MOATBEPKACHUS auarHosa[227,

469].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

A0Ka3aTeJbCTB — D).

Kommenrapumn: /[ns1 pecucmpayuu moHUYECKUX NPUCMYNOS8, MUNUYHBIX O]d

CUHOpOMA, UH020A He0OX0OUMA 3aNUCh HECKONbKUX YACO8 CHA.

| Pexomenayercsi Buco-23 -MOHUTOPUHT (C 3aMUCBIO JIEKTPOMHUOTpaduu C
JIETTOBUIHBIX MBIIIII) MAIIUEHTY C MOJI03PEHUEM HA WJIM HAJMYUEM MHOKJIOHYCA
(MO3UTUBHOTO W  HETAaTUBHOTO) U  AaTOHWYECKUX TMPUCTYNOB C  IIEJbIO

MOATBEPKACHUS TUIA npucTtyna [227, 469].

YpoBenb yoOeaurtesbHOCTH pexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

A0KAa3aTeJbCTB — D).

| PexoMeHayeTCsl IPOJIOHTUPOBAHHBIH BH1€0-D] -MOHUTOPUHT
O0oapcTBOoBaHUSL (C  3aMUCBIO  BJIEKTpoMUOTpaduu € JEIbTOBUIHBIX  MBIIIIIL)
NaleHTaM C MOAO3PEHHEM Ha HaJIMYue MHUOKJIOHHYECKHMX a0CaHCOB C IIEJbIO

HOITBEPIKICHUS ararHo3a [227, 469].

YpoBenb yOeaurTeqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

0KAa3aTeJIbCTB — D).

Kommenmapuu: Abcancet nposoyupyromcs eunepseHmuisyuetl, nod3momy ma
nposoKayusi Modcem NnpoeoOUmMbCs MNOBMOPHO 60 6peMs ucciedosanus. B
NONOJCeHUU CUOSL UNU J1eHca C 3aKPbIMbIMU  2AdA3aMU  NAYyueHm O0JHCEeH

paccradumucs, mo2oa MUOKIOHUU 8 pyKax 6y0ym 6o.iee 04e8UOHbI.

| Pexomenayercsi Buaeo-23 -MOHUTOPUHT OOAPCTBOBAHUSI M CHA C IOACYETOM
CHaiK-BOJIHOBOT'O MHJIEKCA MMALMEHTY C MOAO3PEHUEM Ha HAIWYHUE 3HIEe]aronaTuu
pa3BUTHUS W/WIM SMWICNITUYECKON C aKTHBAIMEeW CHaiK-BOJHOBBIX Pa3psiioB BO
CHE (CHH. SIWJIECNITUYECKON HHIeaNonaTui ¢ MPOJODKEHHOW CHaiK-BOJHOBON

aKTUBHOCTBIO BO CHE/ QICKTPUYCCKUM SIUICIITUYCCKUM CTATyCOM CHa) NN Ha



Hanuuue cuHapoma Jlangay - Krnedduepa c¢ 1enbio moaTrBepx aeHUS AHArHO3a

[227, 469].

YpoBenb yoOeaureqabHOCTH pekomeHganuii C (ypoBeHb J0CTOBEPHOCTH

A0Ka3aTeJbCTB — D).

KommenrTapumn: /Kenamenvna sanuce xoms 0vl 00HO020 yuknia cHa. Tpebyemcs
onpeoeieHue Muna U KOIUYeCmea SNULENMUPOPMHLIX USMEHEHUU 80 8pems
000pcmeosanuss U CHA ¢ NOOCYEMOM CHAUK-B0JIHOB020 UHOeKca (npoyenm
NPOOONIHCUMENILHOCIU  MEONIeHHO-80JIH0B020 CHA, 3aHAmMo2o paspsoamu). Ha
COBPEMEHHOM YPOBHE 3HAHUL MPYOHO YemKO Onpedeiums Kpumuieckoe sHavenue
CHAlIK-80JIHOB020 UHOEKCa (8blile KOMOPO20 OH CYUMAEMCs NAMONI02UYECKUM,).
Bonvwuncmeo uccreoosamenei cxoosamest Ha mom, 4mo o ooadcer ovims 50% u
sviue. Tem He meHee, Helb3sl MPAKMOBAMb CNAUK-B0HOBbIU UHOEKC 8 OMpblEe Om
KIUHUYECKUX  NpOsAGNIeHUull, — max  Kak  uHoeoa  oaxce  «MACCUBHASLY
INUNENMUDOPMHAL  AKMUBHOCbL He  GIUsem He2amueHo HA NCuxopeuesoe
passumue pebeHka u He mpebOyem JleyeHUs (NOCNeOHss cumyayus mpeodyem

HeﬁPOI’ZCMXOJZOZMIl€CKOZO mecmuposarnusi u OUHAMUYECKO20 HCl6]Zl00€Hu}l).

|  Pexomenayercsi Buco-23 -MOHUTOPUHT OOJAPCTBOBAHUS M CHA C MOACYCTOM
CHaiK-BOJHOBOTO MHJIEKCA B JMHAMHKE MAIMEHTYy C JAMArHO30M 3HIedanonatuu
pa3BUTHUSL W/WIM SMWICNTUYECKON C aKTHBAIMEeW CHaiK-BOJHOBBIX Pa3psiioB BO
CHE (CHMHOHUM DSIWIENTUYECKON »SHIeaNonaTud C MPOJOKEHHONW —CcHailk-
BOJIHOBOM aKTHBHOCTBIO BO CHE, SJIEKTPUUECKUM SIUICITUYECKUM CTaTyCOM CHA)
unu ¢ cuHapomom Jlannmay - Knedduepa ¢ menpio orneHku 3(pdeKTUBHOCTU

Tepanuu[227, 469].

YpoBenb yoOeauTeqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

0KAa3aTeJabCTB — 5).

KomMmenTapuu: Vveuvuienue cnaiik-601H06020 uHoekca CcHa  (Hapsaody ¢
npekpawjeHuem Npucmynog u ViydueHuem HCUxopeuesoco pazeumusi) seisemcs

O0OHUM U3 Kpumepues 3¢ pexmusnocmu mepanuu.



| Pexomennayercs Bineo-O3 -MOHUTOPUHT ~ OOAPCTBOBAHHS  MAIUEHTY  C
NOJIO3PEHNEM HA HaJMuuMe ab0CaHCOB B TeX CilydasX, eciu pyTuHHas OOl He
MO3BOJIAET BBISIBUTH a0OcaHC, eciau Ha pyTuHHOW OOl ecTh yeTkoe (pokambHOE
Hayajo abcaHca M NEPCUCTUpPYIOIME (OKAIbHBIE CIIaKKM B OJHON 30HE, IpHU

OTCYTCTBUHM 3(eKxTa OT NMPOBOAUMON TEpanmuu C LEIbI0 YTOYHEHHS TUArHO3a

[227, 469].

YpoBenb yoOemurtesbHOCTH PpexkoMeHaauuid C (ypoBeHb J0CTOBEPHOCTH

0KAa3aTeJIbCTB — 5).

BU3YAJIU3ALUSA ITPU SITUJIEIICUHA
Busyanauszauus

doxaJibHAs KOPKOBAasl INCILIA3USA
BU3YAJIM3ALINA

Buzyanuszanus aji1 ONTUMU3HPOBAHHOTO OOHAPYKEHHsI 04aroBOM KOPTHUKAIbHOW

JTUCIUIA3HUU:

MPT c¢ Tonkumu cpezamu 00beMHBIX T1-B3BelIeHHBIX U300paKeHUH, aKCUATTbHBIX

U KopoHapHbIX T2-B3BenieHHbIX n300paxenuii 1 FLAIR-u300pakeHui.

Xapakrepuctuku Buzyanunsanuu OK/I [ tuma:

o Atpoduss — mnobapHas uium cyOioOapHasi, ¢ pErHOHAIBHOM TmOTepen

MOJIKOPKOBOT0 O€JI0ro BENIeCTBa

e [loBprnuenusnii curHai B OeiioM BemiectBe Ha 12-B3BemieHHBIX/FLAIR-

M300pKEHUSIX U CHUKEHHBIN curHai Ha T1-B3BeleHHbIX U300paKeHUSIX
e MoeT UMeTh cierka aHOMaJIbHbIN OOPO3A4aThIil/U3BUIIUCTHIA PUCYHOK

e OKJ[ Ia Tuma oObI4HO OOHAPYKUBAETCS B BUCOYHBIX JOJISIX U MOXET OBITh
cBs3aH ¢ atpodueit runmokammna, GKJI Ib Tuma oObr4HO 0OHApYKUBaETCs 3a

npeaciaMm BUCOYHBIX ,Z[OJ'IGfI



Ty0epo3Hblii cCKJI€PO3
Buzyanuzanus u1st oNTUMU3UPOBAHHOTO OOHApPYKEHUSI TyOEpO3HOTO CKIIepo3a:

MPT ¢ ToHkMMH cpe3aMu OOBEMHBIX H300pakKeHUM, B3BelIeHHBIX 1Mo TI,

aKCHAJIbHBIMU ¥ KOPOHAPHBIMU H300paxkeHusiMH, B3BemeHHbIMH 110 T2, u FLAIR.

BusyanuzannoHHble XapaKTEPUCTUKH TyOEepO3HOIO CKIIEpO3a:

KOpTUKaJIbHBIE TyOepbl (mpucyTcTBYOT y 80% wunu Oojiee MAlMEHTOB, TaKXKe

MOTYT IPUCYTCTBOBATH MO3KE€UKOBBIE TYyOEpHI)
cyOrneHIMMalTbHbIE Y3€JIKHU (MPUCYTCTBYIOT y 95% wiu 0oJiee MaiueHToB)

cyOneHIuMalnbHas TMTaHTOKJIETOYHAsi acTpouuToMa (IMPUCYTCTBYET MPUMEPHO Y

10-15% narueHToB)
aHOMAaJTMHM OEJIOT0 BEIECTBA U KHUCTHI

[TaTonornyeckue W BHU3YyAIM3UPYIOIIHE OCOOCHHOCTH KOPTUKAIbHBIX TyOEpOB
MOTYT OBITh HEOTIMYUMBI OT OCOOCHHOCTEH (POKATHHOM KOPTUKAIBHON TUCIIIIa3Un
(OKA IIb). Y HekoTOphIX MaIMEHTOB C TYOEpO3HBIM CKJIEPO30M Oblia

3apErucTpUpOBaHa FreMUMeradHuedanus.

Busyanuzaius npu Ty0€pOo3HOM CKIIEpO3e

D10 u300pakeHne KOPTUKAIBHOTO TyOepa B HE3PEJIOM MO3re, B3BelleHHOe 1o T2.
B nmnpaBoii n00HOW gone uWMeeTCs JIOKaJIM30BaHHAs O0OJIACTh pacCIIMpPEHUs
V3BWIMHBI C aHOMAJbHO HU3KHM CHUTHAJIOM B MOJJIeKameM OeloM BeIIeCTBe.
Buzyanuzanmonsie 0COOEHHOCTH JTOro Oyrpa MOTYT OBITh TIOXOXH Ha

oco0eHHOCTH (pokambHOM KopkoBoi auctutazuu (OKJ tuma 1Ib).

JIucconuedanus



BU3YAJIM3ALNA

XoTs uccaHIedanuo MOXHO yBUETh pu Y 3U (10pog0BOM U MOCIEPOI0BOM) U
KT, MPT sBnsiercs Buzyalu3alde BbIOOpa JJIsi OIEHKH JeTajed M CBSI3aHHBIX
CTpYKTypHBIX aHomanuii. MPT ngomxHa BKIIOYaTh TOHKHE Cpe3bl 00BEMHBIX T1-
B3BCILICHHBIX HM300paKeHUW, aKCHaJIbHbie U KOpOHapHble T2-B3BEIlICHHBIC

uzoopaxenust u FLAIR-uzo0paxenus.

XapakTeprUCTUKN BU3YyaIU3allUuu JIMCCIHIePanny Thuna 1:

® YMEHbIIIEHHAs THUpalus (YTO IPUBOAUT K HETITyOOKOM CHIIbBHUEBON O0po3Je,

JAIOLLEN BUJT «KBOCBMEPKUY)
® YTOJILEHHUE KOPBI TOJIOBHOTO MO3ra, 12-20 MM (BMecTo 3-4 MM)

e yHOrJa HAOJIOJAETCs TETEPOTOIHUs MOJAKOPKOBBIX MoJjoc (Tpeoldiananue
nepeaHen Jyactu npu natoreHHbix Bapuantax DCX, nmpeoOnaganue 3aaHei

YacTH MPU NMAaTOTeHHbIX Bapuantax LIS1)

® MOryT HaOMIOAAThCSA NAPYTHE CTPYKTYPHbIE AHOMAJIMM MO3ra, Takue Kak

YBCIIMYCHHBIC JKCJIYIOYKHU U THUIIOIIA3UA MO30JIMCTOI'O TCJIa

I'eTepoTonus MoAKOPKOBBIX MOJIOC
Busyanuzanus
Busyanuzaius ontuMalibHa 111 0OHAPYKEHUSI TETEPOTOINUH MOJIKOPKOBBIX MOJIOC:

XOTd TreTepoTONHUI0 MOJAKOPKOBBIX Mosioc MOXHO yBuaeTh Ha Y3U u KT (B
3aBUCUMOCTH OT TspKecTu), MPT siBnsiercss Busyanuzareil BbiOopa it OIEHKU
JIETAJIEN U CBSI3aHHBIX CTPYKTYpHBIX aHOoManui. MPT noibkHa BKIIFOYATh TOHKHUE
cpe3bl 00beMHBIX H300pakeHui T1-B3BelIEHHBIX H300pa)KEHUM, aKCUaIbHBIE U

KOpoHapHbIe n300paxenus T2-3BeneHHbIx n3oopaxenuit u FLAIR.



XapaKTCpI/ICTI/IKI/I BU3YyaJIN3allu1 I'C€TCPOTOIHNHU ITOAKOPKOBBIX ITOJOC!

e BHJHA MOJOCAa CEPOro BEUIECTBA, PACIIOJIOKEHHAS MEXKIY >KETyIOYKOM H
KOpOH, OHa MOXKET OBITh Pa3HOW TONIIMHBI (MOKET OBITH €[Ba 3aMETHOW B
HEKOTOPBIX 00JIACTAX) M MOXKET IyOJupoBaThecs (T. €. IBOWHAS IOJ0Ca) B

BUCOYHBIX OOJIAX

e Bprimenexamass Kopa MOXET OBITh HOPMAJIbHONW WIM MOXET HMETh

HerTyOOKy0 60po3y.

e [lepennee mpeobnamanue MOJIOC PACMO3HACTCS MPH MATOTCHHBIX BapUaHTAaX

DCX, 3agnee npeobiiajaHnue — MpU NaTOreHHbIX BapuaHTax LIS1
I'eTepoTonus ceporo BeliecTBa

Busyanuzaiuss ajisi ONTUMU3UPOBAHHOTO OOHAPYKEHUS TETEPOTONHUU CEPOTo

BCIICCTBA.

XOTsl TreTepoTOnui0 ceporo BemiectBa MoxHO yBuaerh Ha Y3U u KT (B
3aBUCUMOCTH OT pa3mepa), MPT sBiserca Buzyanusauuend BbIOOpa ISl OLICHKU
JIETAJIEN U CBSI3aHHBIX CTPYKTYpHbIX aHoMmanui. MPT nomkHa BKIIFOYATH TOHKHUE
cpe3bl 00beMHBIX T1-B3BelIEHHBIX U300paKeHUH, aKCHAJIbHbIE U KOpOoHapHbIe T2-

B3BelIeHHbIe n300paxeHust U FLAIR-uzo0paxenus.

XapakTEepUCTUKU BU3YaIN3alNH IEPUBEHTPUKYJIIPHON Y3E€JIKOBOM T€TEPOTOINH:

¢ TI'CTCPOTOIMMYCCKUC Y3CIIKM MHTCHCHBHOCTH CCPOI'0 BCIICCTBA BHUAHBLI Cpa3y

FJIY60KO B SIICHINMAJIbHOM CJIOC, BUIHbI ABA IIATTCPHA:

® VY3CJIKU BJOJIb TCJI U IICPEAHNUX POroB OOKOBBIX JKCIIYIOYKOB, KaK BUAHO IIpH

TUIIMYHOU JIBYCTOPOHHEH ITEPUBECHTPUKYJIISIPHOU Y3EIKOBOU T€TEPOTONNHU



® Vy3€JIKM, MAaKCUMaJbHO BHUAUMBIE B TPEYTOJbHHUKAX M 3aThUIOYHBIX pOrax,
KaK BUJIHO MPU UH(PPaCUIbBUEBOUN (opMe IEPUBEHTPUKYIIIPHOMN y3€IKOBOM

reTEePOTONHNHI

Moanmukporupus

Buzyanuszanus 1u1ist ONTUMHA3UPOBAHHOTO OOHAPYKEHUS TOJIUMUKPOTUPHH:

MPT sBnsercs Bu3yanm3aiuedl BbIOOpa IJIsi OIECHKW JAeTaied W CBA3aHHBIX
CTPYKTYpHBIX aHomanuii. MPT nomkHa BKIIOYaThb TOHKHE Cpe3bl OOBEMHBIX
n3o0paxenuii T1-B3BelICHHBIX, aKCHAJIbHbIE M KOPOHApHBIE H300pakeHust T2-
B3BemieHHbIX M FLAIR. Tonkue cpe3bl u300pakeHHd HEOOXOAMMBI IS
pas3InyeHuss MUKPOTPUU B YTOJIIEHHOW KOpE, KOTOpas B IPOTUBHOM Cllydae
MOJKET HANOMHUHATh YTOJIICHHYIO KOPY M IUIOXO C(HOPMHUPOBAHHBIN PHUCYHOK
U3BWIMH, HAONIOAAEMbI MpHU JIMCCOHLEPAINM WIM YTOJNIIEHHYIO KOpy ¢C

pa3MbBITHEM CEPO-0eJI0TO BEIIECTBA 09aroBO KOPKOBOM TUCILIA3UH.

Busyanu3aimoHHble XapaKTEPUCTUKHU TTOJIUMUKPOTUPHH:

® Kaxylleecs YTOJIIEHUE KOpPbl M3-32 MHOMKECTBEHHBIX MEJIKUX W3BUIIMH
(upe3mepHas CKJIaa4aToCTh, ToJmMHA OoT 6 10 10 MM), a HE HCTUHHOE

YTOJIIICHHUC
¢ HCPOBHAA ITOBCPXHOCTDH KOPHI N3-3a MHOKCCTBCHHbBIX MCJIKHX NU3BUJINH

® IMYHKTUPHBIA BHJ Ha TpaHUIE CEporo u Oeloro BellecTBa M3-3a

MHOXXCCTBCHHBIX MCJIKHX HM3BUJIMH

e cuibBUEBa 0OOpO3/71a MOXET MMETh aHOMaJbHYI0 Mopdororuto, Oyayun

pPaCIIMPEHHON U aHOMAJIbHO OPUEHTUPOBAHHOM Ha3al



® HIKeNIexkaiee 0eoe BEIMEeCTBO MOXKET IEMOHCTPUPOBATh BHICOKUM CHUTHAI

Ha U300pAKEHUSIX, B3BEIICHHBIX 110 T2

® UHOI/Ia, BO3MOXHO, OOJIbIIIE Y MAIMEHTOB C MPEbIAYIIEH BHYTPUYTPOOHOU
uHpekuen, aHoMmaibHas ~ Kopa  MOXET  IOKa3blBaTh  00JIacTH

KaJTbIU(UKALINH.

e anoManusa Oa3ajdbHBIX TaHTJINCB npearojaracTt IIaTOT€HHBIN BAPpHAHT I'CHA

TyOyJIMHA

MOJKET OBITh CBSI3aHA C IEPUBEHTPUKYJISIPHON Y3€JIKOBOM T€TepOTONHEN
I'emuMmeramuuedaans

Busyanuzanus

Busyanu3zanus ontuMaibHa Jij1sl 0OHapy>KeHUsl FeMUMeTraidHLedanuu:

XoTs1 reMuMeraiHIepanuio MOXHO onpenenuts npu Y3U (mnogHom u
noctHaTtaibHOM) U KT, MPT sBnserca Busyanuzaunueid BbIOOpa ISl OLIEHKH
JIeTaJied U CBSI3aHHBIX CTPYKTYpPHBIX aHOManui. MPT nmomkHa BKIIOYaTh TOHKHE
cpe3bl 00beMHBIX T1-B3BELIEHHBIX N300paKEHM, aKCHAJIbHbIE U KOpOHapHbIie T2-

B3BeleHHbIe n300paxkenus: 1 FLAIR-n3006pakenusi.

Busyanu3anuoHHbIe XapaKTEPUCTUKNA TeMUMETATIHIS(DaTIH:

¢ KOpa IIOKa3bIBACT obnactn YTOJIMICHUA C HGFJIY6OKI/IMI/I 60p03IlaMI/I u
YBGHH‘{eHHLIMH/HHOXO C(bOpMI/IpOBaHHBIMI/I HU3BUJIMHAMH, TAKXC MOI'YT
OBITH 00JaCTH MNOJIMMUKPOTUPHUH, TCTCPOTOIINMHN CEPOro BCIICCTBA HIIH

MMaxXurupun
¢ COCOAMHCHUC CCPOro n 0esoro BCUICCTBA PA3MBITO

e 00BeM 0esoro BeuecTBa HEHOPMAJIBLHBIN U JJEMOHCTPUPYET HEHOPMAIbHBIN

CHUTHAJI



e BHEIIHWN BHJ JKEIyJOo4YKa HEHOPMAaJbHBIM, OCOOEHHO 3aJHEro pora
OOKOBOTO JKEIyJ0UKa, TAK KaK 3aThbUIOYHAs J0JS MOXET ObITh CMEIEHA IO

CpeaHen JINHUU

¢ YBCIMYCHUC MO3rda MOIKCT OBITh MaKCHUMAaJIbHBIM c3aau, IIPOABIIAACH KakK

3aJIHAA KBaApaHTHAA AUCIIIA3HsA

HIn3sHuedanus
Busyanu3zanus a1 OoNTUMHA3HPOBAHHOTO OOHAPY>KEHUS MH33HIIe(Danuu:

XoTss mm3dHUIepaIMi0  MOXHO  OOHapyxuTh 1pu Y3U (mmomHoM U
noctHataibHOM) U KT, ocoOeHHO mu3sHIeannio ¢ OTKpbIThIMU TyOoamu, MPT
SBIISIETCSl BU3yaIM3alleil BbIOOpa /ISl OLICHKH JIeTalel U CBA3AHHBIX CTPYKTYPHBIX
anomanuii. MPT nmoipkHa BKJIIOYATh TOHKHE CPe3bl 00bEMHBIX M300paxkeHuit T1-
B3BEUICHHBIX HW300pAKEHHI, aKCHaJbHbIE W KOPOHApHbIE H300paxeHus T2-

B3BeIlIeHHBIX n300paxkennii u FLAIR.

XapakTepucTUKU BU3yalnu3anuu mu3sHuedanuu (GopMon Mmogo0HOM OTKPBITHIM

rybam:

® BHUJIHA IIEJIb, TPOCTUPAIOIIASACS OT KEITYJI0YKa 10 KOPKOBOM MOBEPXHOCTH,

BBICTJIaHHAsA HOHHMHKpOFI/IpHeﬁ

e qenb NpUBOAUT K coobmenuto CMIXK wmexnay cybapaxHOUIAIbLHBIM
MPOCTPAHCTBOM U OOKOBBIM JKEIIYJOUKOM; <«AMEHIUMAIIBHBIA OB MSTKOMN

MO3TOBOM 000JIOYKHY
¢ CTCHKH IICIIN Pa3aCJICHbI 3aII0JIHCHHBIM CMX MMpOCTPaHCTBOM

e (Qopma mogoOHas OTKPHITHIM TyOaMm pacHpoCTpaHEHa MpU ABYCTOPOHHEH

mu33HIehanTuu

I'amaproma runmorasamyca



Bmyanmauwl JIA OIITUMHU3HUPOBAHHOTO O6Hapy}KeHI/ISI TUIIOTAJIaMHUYE€CKOM

raMmapTOMBbI:

KopoHnanbHble TOCTIEI0BATENBHOCTH T2-OBICTPOTO CHMHOBOTO 3Xa C TOHKUMH
cpe3amMu U 0e€3 MEXCpPE30BOro 3a30pa Yepe3 THUIOTAaMyC Ui BU3yalH3alliH

TUIIOTAJIaAMUYECKOM raMapTOMBI U €€ IIPUKPCIIIICHU.

XapaKTepI/ICTI/IKI/I BHU3YyaJIN3allun TUINOTAJIaMHUYE€CKOM raMapTOMBI:

¢ MacCa C€ MHTCHCUBHOCTBIO CHIHaJIa CCpPOro BCOICCTBA B obacTu

THIOTaIaMyca

® MOXET UMETh HOXKKY, IPUKPEIUVIEHHYI0 K MaMMWUIIPHON 00JacTu, U, €CIu
OHa OoJibIIasi, MOKET Ae(OPMUPOBATH WU BKIIIOUATh MAMMUJUIAPHBIC TENa,
OpU 3TOM CTOJOBI CBOJA CMEIIEHbl IEepeaHE-O0KOBBIM 00pa3oM M C

MNEPEMCHHBIM PACHIMPCHUECM HUKEC TPCTHCTO KCITYI0UKa

® MOXET UMETh «HOXKY», PUKPEIJICHHYIO K cepoMy Oyrpy, BBICTYIAIOIIYIO

B CyIPACEIUISIPHYIO [IUCTEPHY

COCYIAUCTBIE MAJIb®OPMAILINHU

AHruomMa mMo3ra

Buzyanuzanuss 1 ONTUMU3UPOBAHHOTO  OOHAPY’)KEHHS aHTHMOMBI  MO3Ta:
[TocnenoBarensHoctu rpagueHtHoro 3xa (GRE) unu T2*-mocnenoBarenbHOCTH
MO3BOJISIOT JIYUIIIE€ BBISIBUTH 3TH MOPAKEHUSI, YEM M300pa)KEHUsS C B3BEIIMBAHUEM
no T1 wmu T2, u GRE/T2*-uzo0paxenus: kpailHe BaKHBI Al OOHApY>KEHUs
aHTUOM, KOTOpPbIE MOTYT OBITh YHOYHIEHBl NPU HCHOJB30BAaHUU OOBIUYHBIX
MOCJIEIOBATEILHOCTE C  BpalllalomMMcs  95X0. MeToa  BU3yaldu3aluu ¢

B3BELIMBaHUEM M0 BocnpuuMuuBocTH (SWI) MOkeT uMeTh 4yBCTBUTEIBHOCTb,



anajnornunyto GRE, npu o6napyxenuu anruom. SWI Taxke 00JiaiaeT BBICOKOU
YYBCTBUTEIBHOCTHIO TMPU BBISBJICHUU KalblU(UKAIMI [0 CPAaBHEHHUIO C
uzoopaxenusimu T1 u T2. Ecnu anrnoma He Oousblias UM HE COMPOBOXKAACTCA
KpOBOM3IUSHUEM, Takue anoManuu He BUHbI Ha KT. [{epeOpanbHbie aHTHOMBI HE
BUJHBI Ha aHruorpauu, MOCKOJbKY OHHU MPEACTaBISAIOT co00Ml aHOManuHu C

«MCIJICHHBIM ITIOTOKOM).

XapaKkTepuCcTUKH BH3YyaJIH3aLUH nepedpaJbHOM aHI'MOMBI:
OmyXxoJib ¢ XapaKTEPHBIM «ITOIKOPHOBBIM» WJIH «STOJHBIM» BUJIOM, C 000IKOM M3
reMOCUJIepUHA, KOTOPBIA  JIEMOHCTPUPYET  BBIpAXKEHHOE «OIyMHHI»  Ha
[IOCJIE0BATEIBHOCTSX C B3BEIIMBAHUEM 1o BOCIIPUMMYHUBOCTH.
Curnan Ha wusoOpaxenusx T1 u T2 Bappupyercs BHYTPH IO MpPHUYHHE

JErpaupyIoIIero KPOBOU3IMSAHUS Pa3HOTO BO3pacTa.
CUHAPOM CTIPI1KA-BEBEPA
Busyanuzanus

Busyanuzanusi 11 ONTUMU3UPOBAHHOTO OOHapykeHust cuHapoma Crepmxka-

Beb6epa:

Xota cunapom Crepxa-Bedepa MokHO OOHApYKUTh HA peHTT€HOTpaMMe deperna
u KT, ocoO0eHHO Mpy HAIMYUU YCTaHOBJICHHOW Kanbludukanuu u arpodpuu, MPT
SBJISIETCS BU3yaJM3alluel BbIOOpa JJis olleHKH neraneil. MPT momkHa BKIIIOYAThH
TOHKHE Cpe3bl 00beMHBIX | 1-B3BEHIEHHBIX M300paKEHHUI C KOHTPACTOM, a TaKKe
aKkcuanbHble U KopoHapHble T2-B3BemieHHbie U FLAIR-u3o06paxenus. Kpome Toro,

nopakeHue opOUTHl MOXKHO OLIEHUTH C TOMOIIbI0 opouTansHoit MPT.

XapakTepucTukH BU3yanusanuu cunapoma Crepaxka-Bebepa:



Ha KT-nuzobpakennn BUJIHA W3BUIMCTAs MOJKOPKOBAs KajdblU(PUKAIIUS C BUIOM
«TpaMBalHBIX MyTeH», TAKKE€ MOXKHO OIIEHHTh OJHOCTOPOHHIONI IIepeOpaibHYIO

aTpoduro.

Ha MP-uzo6paxenuu T1-B3BelieHHOE M300pakeHHE ¢ KOHTPACTOM TMOKAa3bIBACT
JENTOMEHUHI€AJIbHOE YCUJIEHHE, KOTOPOE MOXET HE HaOIIOAAThCA Y MOMKUIIBIX
nanueHToB. J[pyrue pe3yiabTaThl BKIIOYAIOT IIepeOpaibHy0 aTpoduro, aHOMAaJUIO
curHajga O0ejoro BellecTBa M YBEJIMYEHHOE OJIHOCTOPOHHEE COCYJIHCTOE

CIINIICTCHHC.

Anruorpadus oObIYHO HE MPOBOJUTCSA, HO B OOJIBIIUHCTBE CIy4aeB SIBISETCS
aHOMAJIbHOW, TIOKa3bIBasi OTCYTCTBHE ITOBEPXHOCTHBIX KOPTHUKAIBHBIX BEH, C

paCIMPCHHBIMHA U U3BUJIMCTBIMU FJ'Iy6OKI/IMI/I BCHaMU.

BHUMAHMWE! pe3ynbraThl BU3yadu3allid MOTYT OTCYTCTBOBAaTh Y MJIQJICHIIEB,

MOCKOJIbKY KaJbIIM(pHUKAILUsA U aTpOPHsI MOTYT OTCYTCTBOBATh B 3TOM BO3pacTe.
APTEPUOBEHO3HAS MAJIBb®OPMALIUA

BU3YAJIM3ALNA

Buszyanuzanus A ONTUMHU3UPOBAHHOTO  OOHApYXKEHHUS  apTEPUOBEHO3HOM

Majibpopmariuu:

XO0Tsl apTepuOBEHO3HblE Maib(popMaluuu MoOKHO oOHapyxutb Ha KT ¢
kKoHTpactoM u Ha MPT, anruorpadgus sBiseTcs «30JO0THIM CTaHIAPTOMY

BU3YJIU3ALIHH.
XapaKkTepuCTUKH BU3yalu3allii apTepUOBEHO3HON Majb(hopMaliiu:

e KT ¢ KOHTPACTOM IIOKa3bIBACT «MCHIOK C YCPBAMW» — IICPCIIIICTCHHBIC

COCY/Ibl, COCTOSIIIINE U3 MUTAIOIINX apTepUid, ouara u APEHUPYIOIINX BEH.



e MPT noka3bIBaeT MyCTOTHI NOTOKA C HU3KOM MHTEHCHUBHOCTBIO CUTHasa T2
B OBICTPO TEKYyIIHMX COCYJIaX M MOXET I0Ka3aTb O0JACTH MPEAbIAYLIETO

KPOBOMBJIMAHUA U CBA3AHHOI'O C HUM OTCKaA.

o dopmanbHas uepeOpasibHas aHruorpadgus  MO3BOJISIET  ONTHUMAIbHO
BU3YaJIM3UPOBAThH MUTAIONINE apTEPUH, OYar U YBEIMUYECHHbIE JPEHUPYIOLINE

BEHBI.
CKUIEPO3 I'MIIIIOKAMIIA
BU3YAJIIN3ALA
Busyanuzarus 111 ONTUMU3HUPOBAHHOTO OOHAPYKEHUS CKIIEpO3a TUIIITOKaMIIa:

Tonkocpe3oBsie oObemHbIe T1-B3BelieHHBbIE HM300paKeHUs, AaKCHAJIbHBIE U

kopoHapHbie T2-B3BemenHbie 1 FLAIR-n300paxkenus.

XapaKTepI/ICTI/IKI/I BU3YyaJIN3allH CKJICPO3a I'MIIIoOKaMIIa:

e arpodus runnoxkammna
® u3MEHEHHE curHaia rumnmnokamia (Beicokuit curnan T2 u FLAIR)

® K3MCHCHHA MOI'YT OBITH BUJIHBI B 6JII/13J'I€}K3.HII/IX CTPYKTypax, U3BCCTHBIX

KaK ME3UaJIbHbII TEMIIOPAJIbHBIN CKIIEPO3
® JI0 TPETHM NAUMEHTOB HMEIOT JBOMHYIO NATOJOTHIO (TUIIOKAMIAIbHBIN

CKJIEPO3, COCYIIECTBYIOIIMA C JAPYIrUMH CTPYKTYPHBIMH aHOMAJIUSIMU

MO3ra), UX CJIeyeT TIATEIbHO UCKATh
TMIIOKCUYECKHU-UITEMHUYECKHUI
BpoxaeHHbIH HHCYIbT

BU3YAJIN3ALIUA



Bmyanmauwl AJIA OIITUMHU3UPOBAHHOTO O6H3.pY)K€HI/I$I HHCYJIbTA:

HexontpactHas KT monesHa s mnepBoHayaabHOW OBICTpOM JAMArHOCTHKHU
remopparuueckoro MHcyibTa, a KT-anruorpadusi MokeT MpoJIeMOHCTPUPOBATH
Takhe MPUYMHBI, Kak nauccekuus. MPT sBnsercs Busyanusaiueil BpiOOpa Juis
OLEHKM JIeTAJIEl OCTPOr0  HIIEMHUYECKOIO HHCYJIbTa U  JOJTOCPOYHBIX
CTPYKTYPHBIX IOCJIEICTBUM y NMAalMEHTOB C MOCTUHCYJBbTHOM srtmiiencuer. MPT
JOJDKHA BKJIIOYaTh TOHKHE Cpe3bl O00beMHBIX T1-B3BEIIEHHBIX H300paKeHUl,
akcuaJbHble U KopoHapHble T2-B3BemieHHble u3oOpaxkeHuss u  FLAIR-
uzoopaxenus. [Ipm octpom wHHCydIbTEe MOTyT moTpeOoBaThes AU Py3MOHHO-
B3BEIlICHHBIC M300paxeHust U kapTel ADC s oToOpaskeHus1 o0acTeld UIeMUu B
nepBble 4Yachl Iocie HHCyiabTa. MPA Takke BakHa M1 OLEHKH 3THOJOTUHU
MHCYJbTa (KOTOpasi MOKET BKJIOYaTh JUCCEKIHUIO KPYHHBIX COCYJIOB,
apTEpUOINATHIO WM 5SMOOJUYECKYH OKKIo3ui). MPT ¢  Busyanuzaiuen,
B3BelIeHHOW 1o BocnpunmunuBoctd (SWI) wim Busyanuzanuenn T2* nonesna aiis

OOHapyKEeHHsI KPOBOU3IHUSHUS.

BusyanuzanuoHHbie XapakKTEPUCTUKU OCTPOTO UHCYJIbTA:

e orpanndeHue audQy3uu, TpUBOJAIIEe K BBICOKOMY curHamy Ha DWI u
HU3KOMY cUTHaiIy Ha kaptax ADC B TeueHHE HECKOJIBKUX MUHYT OT Hadaja
UIIEMUU

e Boicokui curHain Ha T2/FLAIR-u300pakeHUM B MOpa’keHHOM 00JacTH B
TeyeHue 6-12 gacos

® CHIaXHBaHUE O00po3 M Macc-3PpdeKT B MOpakeHHOM 00JIaCTH B TEUEHHUE
nepBbix 24-48 yacoB

® KOPTUKAQJIbHBIM JIAMUHAPHBIA HEKPO3, NPOSBIAIOIIMUCA B BHUAE IOJIOCHI

BBICOKOTO cuTHasia Ha T1-B3BelIeHHBIX N300paKCHHIX uepe3 2 Heleau

Busyanu3anuoHHbIe XapaKTEPUCTUKU XPOHUYECKOTO UHCYIIbTA!



e atpodus, TIM03, mopIHIEhaTus/FHIIeHATOMATSIUSI U €X Vacuo-ArIaTaius

UIICUJIATEPAIIBHOTO XKEJIy0UKa B MECTE NMPEABIIYLIETO OCTPOTO UHCYJIBTA.
T'HIIOKCHYECKH-UIIIEMUYECKOE IIOBPEK/IEHUE

BU3YAJIM3ALIA

Bmyanmaunﬂ JJIA OIITUMHU3HUPOBAHHOI'O O6H3.pY)K€HI/I$I T'UIIOKCUYCCKH-

HIICMHUYICCKOTO IMOBPCIKACHUS MO3I'a:

KT Moxer moka3aTb U3BMEHEHUS MPU TMIIOKCUYECKU-UIIIEMUYECKOM MTOBPEKICHUN
Mo3ra, ogHako MPT sBnsieTcss Bu3yanuzamuedl BbIOOpa JJId OLIEHKU JeTaliel
OCTPBIX TMIIOKCUYECKU-UIIEMUYECKUX U3MEHEHUI U JI0JATOCPOUYHBIX CTPYKTYPHBIX
MOCJICJICTBUI y TTAIIMEHTOB ¢ nocneayomen srmmiencue. MPT nomkHa BKitouars
TOHKHE Cpe3bl OOBEMHBIX [1-B3BEHIEHHBIX M300paKCHUHN, aKCHAJIbHBIE W
KopoHapubie T2-B3BemeHHbie n3o0paxkenuss 1 FLAIR-uzo0paxenus. [lpu octpoit
TUITOKCHUH-UIIIEMHUH MOTYT noTpedoBaThCs 1 y31OHHO-B3BEILICHHbBIC
nzo0paxxenus U kapTel ADC 151 oToOpaykeHust 00J1acTeil UIIIeMUH B TIEPBBIC YaChI

IIOCJIE TPABMBI.

XapakTepuCTUKH  BHU3yalM3alMyd  OCTPOr0  TUIIOKCHYECKH-HIIEMUYECKOIO

MOBPCIKACHUS

e orpanuueHue audQy3uu, NpuBoAsiiee K BbICOKOMy curHainy Ha DWI u
HU3KOMY CUTHAITy Ha KapTax ADC B TeueHHe HECKOJIBKUX MUHYT OT HayaJa
TUIOKCUU-UIIIEMUU

e Boicokui curHan Ha T2/FLAIR-u3o00pakeHUM B MOpa’keHHOM 00JacTH B
TeueHue 6-12 yacos

® CHIaXHBaHUE O0po3 U Macc-3PpheKT B MOopakeHHOM 00JIaCTH B TEUEHHUE

nepBbix 24-48 yacos



® KOpPTHKAJIbHBIM JIAMUHAPHBIA HEKPO3, IPOSBISAIONIMNCA B BUIE IOJOCHI
BBICOKOI'O curHajia Ha T 1-B3BELIEHHBIX U300pAKEHUSX, Yepe3 2 HEEIH

® pacopeleleHHe M3MEHEHHUH 3aBUCUT OT BKJIaJa TMIIOKCUU W/WIA HIIEMHUU
(mepdy3mn) B  TOBpeXIEHME W OT Bo3pacta  (pacmpenenieHue
BOJIOPA3/I€JIbHON TEPPUTOPUN OTIMYAETCS B HE3PEIOM MO3I€ 110 CPABHEHHIO

CO 3pEJbIM B3POCIBIM MO3I'OM)

XapaKTepI/ICTI/IKI/I BU3yaJIM3allu XPOHHUYCCKOI'0 THUIIOKCHYCCKU-MIICMHUYICCKOTO

MOBPEXKJICHNUSA:

e arpodus, TIM03, MopIHIeaTHs/SHIehATOMAIAINI U €X Vacuo-IuiaTaIus
UTICHIIATePAIbHOTO ~ JKETyJOoYyka B MECT€  MPEIbIAYIIEr0o  OCTPOTO

TUIIOKCUYECKU-UILIEMUYECKOIO TIOBPEKIACHUS.
YEPEITHO-MO3I'OBAS TPABMA

BU3YAJIN3ALIUA

Busyanuzaiuss i ONTUMHU3UPOBAHHOTO OOHAPY>KEHHUS 4YEePEMHO-MO3TOBOM

TpaBMbI:

Bo Bpemsa octpoii TpaBMbl KT oueHb mnosne3Ha sl OOHapy»KeHUs IeperoMa
yepena, cyO0apaxHOMIAJbHOM M MHTpanapeHXxuMaro3Hoi kpoBu. MPT sBisercs
MPEANOYTUTENBHBIM METOJOM BHU3yalIU3alMd [JI1 OLEHKH JIETaled OCTPOM
YEPENHO-MO3TrOBOM TpPaBMbl M JIOJTOCPOYHBIX CTPYKTYPHBIX TOCIJIEICTBUH Y
MALIMEHTOB ¢ nocneayronien snunencuei. MPT noipkHa BKITIOYATh TOHKHUE CPE3BI
o0beMHBbIX M300paxkeHuid T1-B3BemIEHHBIX H300paKEHUM, aKCUabHbIE U
KOpOHapHble  u300pakeHus: T2-B3BemieHHbIX  H3o0paxkennit u  FLAIR-
n3o0pakennit. [Ipu ocTpoil uepemHO-MO3roBOW TpaBME€ MOTYT MOTPEOOBATHCS
niddy3MOoHHO-B3BEIICHHBIE H300pakeHus W Kaptel ADC mist oToOpakeHus
oOJacTelt ueMuu B MepBbIe Yachl mocie TpaBMbl. MPA mMoskeT ObITh TOJIE3HA IS

OLCHKHN TPpaBMAaTHYCCKOI'O IMOBPEKACHHA COCYIO0B, TAKOI'0O KaK JUCCCKIHA. MPT c



BU3yalM3alkel, B3BemeHHOW 1Mo BocnpuuMuuBoctd (SWI) mnm Busyanuzaruen

T2* none3Ha ais 0OHApyKEHUST KPOBOUBIUSHUS.

XapaKTCpI/ICTI/IKI/I BU3yaJIN3allU OCTPOI'0 TPABMATHYCCKOI'O ITOBPCIKIACHUA:

® pacnpeicsieHUE U3MEHEHHWHM BU3yallM3allMd CBS3aHO C MEXaHU3MaMu
TPaBMATHUECKOTO TMOBPEKICHUS, KOTOPOE MOXKET OBITh MPSMOM TyIoi
TpaBMOM, BBI3BIBAIOLIEH YIIMO MO3ra, WU CBSA3aHHBIM ¢ JudPy3HBIM

AKCOHAJBbHBIM CJIBHUI'OM

e uddy3HbI aKCOHATBHBIA CIBUT TPOSIBISETCS Kak HEOOJbIIMe 00JacTu
apredakra BocipuuMuuBOCTH Ha SWI Ha cThiKe ceporo u 0esoro BeecTna,

B MO30OJIMCTOM TCJIC U CTBOJIC MO3T'a, OHHU TAKXXEC IIPOABIAIOTCA KaK BBICOKHUU

curnai Ha FLAIR

e ymmOBbI MO3Ta SBIISIOTCS PE3yIbTATOM MPSIMON TYTHOW TpaBMBI (yAap), Koraa
MO3T BHE3aITHO OCTAaHABIIMBAETCS HAa BHYTPEHHEW MOBEPXHOCTH dYepema ¢
MPOTUBOIOJIOKHOW CTOPOHBI (KOHTpYyHap), YHIHMOBI MPOSBISIOTCS Kak
00JIaCTH TeMOPPAru4eCKuX M3MEHEHUN B MOPAKEHHBIX 00JIACTAX MO3Tra, C
OKPYXKAIOIIUM CIUIAKMBaHUEM 00po3a U Macc-3(h(HEKTOM, MOSBIISIOIIUMUCS

B riepBbie 24-48 yacoB (13-3a OTEKa)

® COIYTCTBYIOLIASl WIIEMHsI MPOSBISETCS Kak orpaHuyeHue AudQys3uu, uto
IIPUBOJIUT K BBICOKOMY curHaiy Ha DWI u HH3KOMY CHrHaily Ha Kaprax
ADC, B TeEuYeHME HECKOJBKMX MHUHYT OT Hadajlla TpPaBMaTUYECKOIO
MOBPEXKJEHUS MO3Ta M BbICOKOMY curHainy Ha Busyammszanus T2/FLAIR B

MOpa)KEHHOM 00J1acTH B TeueHue 6-12 gacos
XapaKTEpUCTUKHU BU3YAIM3AaLUU XPOHUYECKON YEPEITHO-MO3TOBOM TPaBMBI:

e arpodus, MHMO03, NOpIHIEPaTHs/SHIEDATOMAIALMS U €X Vacuo pacliupeHue
WUIICUJIATEPAJIBHOTO  KEIMyJO4YKa B MECTE€  MPEAbIayled  OCTpOu

TpaBMaTH‘ICCKOﬁ TpaBMBI.



OITYXOJIN

JAn33MOpuoIIacTHYeCKasi HEMPOINMUTEIHATBHAS OIYX0JIb
BU3YAJIN3ALINA

Busyanuzanus nis ontuMusupoBaHHoro ooHapysxenuss DNET:

MPT nomxkHa BKIIIOYaTh TOHKHE Cpe3bl 00beMHBIX T 1-B3BEIICHHBIX U300paKCHHUI,
aKcHajbHble M KOpoHapHble T2-B3BemeHHble u300paxkenuss u  FLAIR-

U300paKeHHUS.

Xapakrepuctuku Buzyanmzanuu DNET:

DNET, kak mnpaBuiio, MNPEACTaBISAIOT COO0OM KOPTHUKAJIbHBIE TOpPAXKEHUs, HE

UMEIOIINE 3HAYUTEITHHOTO () ()EeKTa MACChI WU IEPUTYMOPATBHOTO OTEKa

OHU TUIMOMHTEHCHBHBI HAa  U300paKeHUsX, B3BemIeHHbIXx 1o T1, wu
TUTIEPUHTCHCUBHBI Ha M300paKCHUSX, B3BEIICHHBIX MO T2, kKak mpaBUiio, C

«I1Y3bIPYaTbIM BUAOM)» M3-3ad UX MYJIBTI/IKI/ICTOBHOﬁ MMPpUPOAbI

OHu MOTYT TOKa3biBaTh KoJiblla ycuiieHus, Buaumble Ha FLAIR («cummrom

SIPKOTO 000]1KaY)

OHu MOryT OBITH CBSI3aHBI C (DECTOHYATOCTHIO BHYTPEHHEH IUIACTUHKHU

BBILIIEJICKAIICH KOCTU qucpciia, oe3 (b&KTH“IGCKOI?I 9pO31UHn KOCTEH qgcpciia

OHu MOryT TOKa3biBaTh KalbliMpukanuio (HaOmogaercs npumepHo B 30%), 3To

ayuiie Bcero BuaHo Ha KT unu T2*-3BemenHoit MPT

DNET MoryTr comyTcTBOBaTh OYaroBOM KOPTHKAJIbHOW AMCIUIa3uu (KOTopas

00b1yHO 00HapyxuBaetcs psigoM ¢ DNET) u/unu ckiepo3om rummnokammna.
MOPOHUE®AJIBHAS KUCTA

BU3YAJIM3ALMA



Buzyanuzanus mis ONTUMHM3UPOBAHHOTO OOHApYKEHHS TMOpPIHIEPaTnuecKon

KUCTHI:

[Topannedannueckne KUCThl MOYKHO YBUAETh TIpu kpaHuaibHoM Y3U, KT u MPT.
Opnako MPT sBnsiercs Busyanu3anuei BbIOOpa Ui OLEHKHU JI€Tale KHUCTHI,
KOPKOBOI'O BEILIECTBA Kpas KHCTbl M JHOOBIX CONYTCTBYIOUIMX CTPYKTYPHBIX
aHOMAaJIMM, CBSA3aHHBIX C NPEALIECTBYIOINUM UHCYJIbTOM. MPT nomxkna BKIrOYaTh
TOHKHE cpe3bl O00BeMHBIX T1-B3BEHICHHBIX HW300paXCHUM, aKCHaIbHBIE U

kopoHapHbie T2-B3BemeHHbIe n300pakeHuss U FLAIR-u3zo0paxenus.

XapakTepuCTUKH BU3yalIU3alluy MOpIHIIePaTNIeCKONU KUCTHI:

Busyanuzanus NnoOKa3blBA€T 3aIOJHEHHYIO >KMIKOCTBIO IOJOCTb, 3aMEHSIOLIYIO
00JacTh MOyIIapus TOJIOBHOTO MO3Ta. BOKpyT Kpast KHCTBI MOKET ObITh KOPKOBast
atpopust U 1IKM03. MOXET OBITh €X vacuo pacIIMpEeHHE HIICUIATePaIbHOIO

KEITyJ0UKa.
HEU3BECTHASA OTUOJIOI'UA
CUHAPOM PACMYCCEHA

BU3YAJIM3ALUA

[Iporpeccupytomast atrpodusi OJHOrO TNOJYUIApUsl MPH  IOCIIEA0BATEILHON
HEHPOBU3yaIM3alMU SIBISIETCS OTIIMYMUTEIBHON 4epTod cuHapoma PacmycceHa.
DT0 MOXKET OBITh HEOUYEBHIHO B HAYaJIbHOW MpoJapoMaibHOU (a3e 3a0oseBaHus,
OJIHAKO B TEYEHHME HECKOJBKHX MECSLEB II0CIE Hadajga OCTPOM CTaaud Yy
OOJBIIMHCTBA MALMEHTOB HAOJIOIAETCsl OAHOCTOPOHHEE YBEIMYEHHE HApPY>KHOTO
U BHYTPEHHETO OTJIEJOB IepeOpOCMUHANBHON XuaKkocTH. [loTepss oobema mo3ra
4acTO HAYMHAETCSI B OCTPOBKOBOM 0OJACTM C YBEJIWYEHHMs] BHCOYHOIO pora
KENIyI0UKa U CUIIbBUEBOM mienu. UncunatepanbHast aTpoQus TOIOBKH XBOCTATOTO
sa/ipa SIBJIAETCA €Ile OJAHUM PAHHUM JHATHOCTUYECKUM IPU3HAKOM. AHOMAINA

runepuHTeHcuBHoro curHana T2/FLAIR HaOmromaercss B KOPKOBBIX — WIIM



IMOJAKOPKOBBIX O6J'IaCTHX, uim B o0eux. Bo3HukHOBEHUE ABYCTOPOHHETO

3a0oJieBaHus 00CYyX1aeTcsi, HO, 0€3yCIIOBHO, BCTPEUAETCS OUCHB PEJIKO.

CHUHIPOM DIWJIENCHUHM, CBS3AHHBI C ®EBPUJIBHOI
WH®EKIUEMN (FIRES)

BU3YAJIM3ALMA

HenpoBusyanusanuss MOXET W3HAYaJIbHO BBIMTIAIETh HOPMAIBHOM WA MOYXKET
MoKa3aTh  OH-TEMIIOpPaJbHYIO, OCTPOBKOBYIO WJIM  Oa3aJibHYH  TaHTJUU
runepuHTeHCUBHOCTH. Co BpemeneM HaOmomaercs muddysHas mepedpanbHas
aTpodusi /MM U3MEHEHUE CHTHAJIa B BUCOYHBIX JIOJISX, KOPE TOJIOBHOT'O MO3Ta,

MCPUBCHTPUKYIIAPHOM oeoM BCHICCTBC, T'MIIITOKaMIIC UJIN 0a3aJbHBIX TaHTJINIX.

CaMoCTOSAITe/IbHO OTPAHMYMBAIOIIASACA (CeMeliHAs) HEOHATAJIbHAS YNIJIENICHUsI

(SeLNE)
Busyanuzanus

Oxwupmaercsi, 4YTo pe3yJbTaThl HEWPOBHU3yalU3alMu OyIyT HOPMaJIbHBIMH, U OHa
MOJKET HE NMOTPeOOBATHCSI HOBOPOKIAECHHOMY C TUIIMYHON KapTUHOW, Y KOTOPOTO B

CEMEMHOM aHaMHE3€ €CTh 3TOT CUHAOPOM.

CamocTosTe/IbHO OorpaHnvuBarOIIasics ceMeiiHasi HEOHATAJIBbHO-

uHpanTUiIbHas snuiencus (SeLFNIE)
Busyanuzamnus

HelipoBusyanuzanus B HopMe. Ecinu kivmHMYeckas kaptuHa n OOI TUNMYHBIL 11
3TOTO CHHAPOMA, a CEMEHHBIM aHAMHE3 YCTAHOBJICH, BU3YyaJM3alUs MOJKET HE

oTpeOOBaThCHI.

CamocTosfiTe/IbHO OrPaHUYHMBAKOLIASCH (cemeiinasn) HHpAHTWIbHAS

snwiencus (SeLIE)

Busyanuzanus



HeitpoBusyanuzanus B HopMe. Eciu knnHu4Yeckast kaptuHa U OO0 TUNIHYHBL IS
ATOr0 CMHJpPOMA y MAIMEHTA C U3BECTHBIM CEMEHWHBIM aHAMHE30M, BHU3yaIu3alus

MOXET HE MOTPEOOBATHCH.

I'eneTnueckas >nmiencus ¢ ¢edpuabHbiMu npucrynamu miwce (GEFS+)

CIIEKTP
Busyanmszanus

HeitpoBusyanuzanus B HopMme. Ecinu knumHu4Yeckast kaptuHa U OO0 TUNIHYHBI IS

ATOTO CHHJIPOMA, BU3YyAIH3aIHs MOKET HE MOTPEOOBATHCS.
Muoxkyonn4yeckas dnuiencus y miaagesues (MEI)
Busyanuzanus

HelipoBu3syanuzanus HopMaibHasl.

Pannsis pgerckasi pa3BUBAKIIASIC W JNWIENTHYECKas JSHuedasonaTus

(EIDEE)
Busyanuzanus

CTpyKTypHBIE aHOMAaJIUMU MO3ra SBJISIOTCS YAaCTOW MPUYMHOW 3TOrO CHHAPOMA,
IIOATOMY BH3yanu3alus BaxHa. [Ipy HEKOTOpPBIX T'E€HETUYECKUX OSTHOJOTHSIX
BU3YyaJIM3allsl MOKET OBbITh HOPMAJIbHOW H3HAYAJIBHO WM MOXKET MOKa3bIBaTh
YMEHBUIEHHBI O00BEM MO3ra WM NPU3HAKH THUIO-/AUCMHUEIMHHU3AIUN Oenoro

BemecTBa. Co BpeMeHEeM MOXKET pa3BUThHCA LiepeOpanbHas aTpodusi.

SMUIENCHUS MJAJEHIEB C MATPAPYIOIMMHN ®OKAJTbHLIMUA
MPUCTYNAMM (EIMFS)

Busyanuzanus

HeﬁpOBI/ByaHI/ISaHI/IH B Ha4daJIC HOPpMaJIbHasA, CO BpPCMCHCM COO6HIEU'IOCB 0

HEOOJIBIIIOM WJIM YMEPEHHOM PaCIHIMPECHUH CyOapaXHOUIANBHBIX U KETYTOYKOBBIX



MPOCTPAHCTB (OTpaxaromieM arpoduro), arpodhuu MO3KEUKa U aHOMAJIbHOM

CUrHasie OeJIoro BEILECTBA.

CUHIPOM WHO®AHTWIBHBIX SIWJIENTHYECKAX CIIA3MOB
(IESS)

BU3YAJIM3ALNA

P C3yJIbTAThI HCﬁpOBHSyaHI/ISaHHH 3aBUCAT OT OTHOJIOTUH, CTPYKTYPHBIC aHOMAJINH

MO3Tra BCTPEUAOTCS 4acTo. Buzyanuszanus Takke MOKET BBITISIAECTh HOPMaJIbHOM.
CHUHIAPOM JIPABE (DS)
Busyanuzanus

HelipoBusyanu3zanus oObIYHO HOpMasbHas B Hayane. Co BpeMEHEM MOXKET ObITh
3aMeueHa JIeTKas reHepaan3oBaHHas aTpoPusi. Y MEHBIIMHCTBA MAI[UEHTOB MOYXKET

Pa3BUTHCA CKIICPO3 I'MIIITOKaMIIa.

CAMOKYIINPYIOIIAACA IIMUJIEIICUA C
HEHTPOTEMIIOPAJILHBIMU CHAMKAMM (SELECTS)

BU3YAJIN3ALNA

HeitpoBusyanuzanusa B HopMe. Ecnu knnHu4Yeckas KaptuHa U OO0 TUIIHYHBI 114

9TOI0 CMHAPOMA, BU3YyaJIU3alHia HE Tp€6yeTC$I.

CAMOKYIINMPYIOIIASACA DJSIIMJIEIICUA C BEI'ETATHBHBIMHU
HPUCTYIIAMM (SELEAS)

BU3YAJIIN3ALA

HeitpoBuszyanuzanusa B HopMe. Ecnu knnHU4Yeckas KaptuHa U OO0 TUIIAYHBI 114

ATOTO CHHAPOMA, BU3yalIn3alus He TpeOyeTcs.
JAETCKASA 3ATBIVIOYHASA 3PUTEJIBHAS SITUJIEIICUSA (COVE)

Busyanuzanus



HelipoBusyanu3zauus B HopMe. [ UCKIIIOYEHUSI CTPYKTYPHBIX aHOMaJui MO3ra

TpedyeTcss MPT BbicOokoTO paspenieHus.
OOTOYYBCTBUTEJIBHAA 3ATBIVIOYHASA SITUJIEIICUSA (POLE)

BU3YAJIM3ALINA

HeiipoBuzyanuzamusi B HopMme. Eciu knumHuyeckas kaptuHa U OO0 TUNUYHBI 114

9TOro CMHApOMA, BU3yaJIn3alsad MOKCT HC HOTpe6OBaTBC$I.

SMUJEINCHSI C MUOKJIOHUEN BEK (EEM)
BU3VAJIU3ALIMSA

HeiipoBusyanuszanusa B HopMme. Ecnu kinHuueckas kaptuHa U D91 TUMIHYHBL 7151

3TOT0 CUHJPOMA, BU3yalIn3alisl MOXKET He OTPeO0OBaThCA.
IIMUJIEIICUA C MUOKJIOHNYECKHUM ABCAHCOM (EMA)

BU3YAJIM3ALNA

MPT BbICOKOTO pazpemieHust TpedyeTcs sl HCKIIOUYEHUS CTPYKTYPHBIX aHOMAJIHA
Mmo3ra. HelipoBusyanu3zanus B HOpMe, 0OJHAKO B HEKOTOPBIX CIy4asx HaOnroaaercs

nerkas Hecnienpdudeckas nuddysHas arpodus.
JAETCKASI ABCAHCHAS DIIUJIEIICUSA

BU3YAJIN3ALNA

Heiiposuzyanuzanus B HopMe. Ecnu kinHudeckast kKaptuHa U 991 TUNUYHBL JJ1s1

9TOro CMHApOMA, BU3yaJInu3alunsa HC Tpe6yeTc>1.

SMUJENCUSI C MHOKJOHMYECKMMHA  ATOHUYECKHUMU
MPUCTYTIAMM (EMATS)

BU3YAJIN3ALIMA HeitpoBusyanusanus B HOpME.

CHUH/IPOM JEHHOKCA-TACTO (LGS)



BU3YAJIM3ALINA

PCSYJII)T&TI)I HCﬁpOBHBY&HHSaHHH 3aBUCAT OT 3THOJOTHUH, CTPYKTYPHBIC aHOMAJINU

MO3Tra BCTpECHarOTCs 4acTo. Bmyaﬂmaunﬂ TaKXK€ MOXKCT BBITJIAICTD HOpMaHBHOﬁ.

QHHEDAJIOIIATUA  PA3ZBUTUA HW/HWJIN SIUJIEINTHYECKASA
SHIEDPAJIONIATHUSI C AKTUBAIIMEN CITAWK-BOJIH BO CHE (DEE-
SWAS, EE-SWAS)

BU3YAJIN3ALINA

HelipoBusyanuzanus MoxkeT ObITh HOPMaJIbHOW WJIM  MOXKET I0Ka3aTh
CTPYKTYpPHYIO aHOMAJIHMIO MO3ra, KOTOpas MOXKET ObITb 0OyCJIOBJIEHA pa3BUTHEM
(HanpuMep, MEepPUCUIIbBUEBA TOJMMUKPOTHPHUS) WIM NPUOOpeTeHa (Hampumep,
TanamMuueckuid nHpapkT). CTpyKTypHaAs aHOMAJIHMsS MO3Tra SBISETCS 3TUOJIOTHEH B

OJTHOU TPETH CIIy4acB.

CUHJIPOM DSHWIEINCHU, CBSA3AHHO C ®EBPUJIBHOU
WHOEKIIUEH (FIRES)

BU3VAJIN3ALINA

HelipoBusyanuszaiys MOXET H3HAYaJIbHO BBITJISIETh HOPMAJIbHOW HIIM MOKET
MOKa3bIBaTh OU-TEMIOPAIbHYIO, OCTPOBKOBYIO WM 0a3albHYIO0 TaHTIMOHAPHYIO
runepuHTeHcuBHOCTh. Co BpeMeHeMm HabOmomaetrcs auddysHas uepedpanbHas
aTpodust W/MIM W3MEHEHUE CHUTHAJa B BUCOYHBIX JOJSAX, KOPE TOJOBHOTO MO3Ta,

INCPUBCHTPUKYJIAPHOM OeoM BEIICCTBEC, IT'KIIITOKaMIIC NJIN 0a3aJIbHBIX TAHTJIMAX.

CHUHJPOM TEMUKOHBYJIbCUU-TEMUIIETMA-MUJIENCUAN
(HHE)

BU3YAJIN3ALINA

MPT cpa3y nociie SnuiIenTHIecKOro cTaTyca mokassBaeT nuddy3Hble aHOMAIAN

MOJTIIaPHOTO CUTHAJIA C TUIIEPUHTEHCUBHOCTHIO T2 1 orpaHudeHHO nuddysueit,



NIPEUMYIIIECTBEHHO IMOJKOPKOBOTO OEIOr0 BEHIECTBA MOPAXKEHHOTO MOIYIIapHs.
OTex MOpaXEHHOTO TOJyIapus MOXKET OBITh TsDKENbIM. Brmocnenctsuun
HaOmromaeTcss aTpodusi MOPaKEHHOTO Todymmapusi. Takke 9acTo HaOIrOmaeTcs

CKJIEPO3 THIIIOKAMIIA.
IOBEHUJIBHAS MUOKJJIOHUYECKAS SIIUJIEIICUSA (JME)

BU3YAJIM3ALINA

HetipoBusyanu3zanusa B HopMme. Ecnu knnHudeckas kaptuHa U 991 TUMIHYHBL 17151

3TOr0 CUHAPOMA, BU3yaau3auus He TpeOyeTcs..
IOBEHUJ/IBHASI ABCAHCHAA SITUIEIICHUS (JAE)
Busyanusanus

HeitpoBuzyanuzamusi B HopMme. Ecnu knuHuyeckas kaptuda U OO0 TUNUYHBI 1714

9TOIr0 CMHAPOMA, BU3yaJIU3alHia HE Tpe6yeT051.

SMMUIEIICUA C I'EHEPAJIN30BAHHBIMUA TOHHUKO-
KIOHUYECKUMHU NPUCTYIIAMMU (EGTCA)

BU3YAJIN3ALINA

HenpoBusyanuzauus B HopMme. Ecnu knuHudeckas kapTuHa U O3 TUNMYHBL 171

9TOI0 CMHAPOMA, BU3YyaJIU3allHia HE Tpe6yeT051.

I'MIIEPMOTOPHASA (TUITEPKUHETHYECKAA) IIUJIEIICHS,
CBA3AHHASA CO CHOM (SHE)

Busyanmszanus

HeilipoBusyanuzanusi  oObIYHO  HOpMmanibHass.  MHorma ~ oOHapy»KuBaeTcs
CTPYKTYpHasi aHOMaJMsl MO3ra, 4alle BCEro 04aroBas KOPTHUKaJbHAs AWCIUIA3MHS,

HO TaKXe, pexe, MpUoOpeTeHHas CTPYKTYpPHAsl STUOJIOTHSL.



CEMEMHAS ME3UAJIbHASI BACOYHAS SIUJIEINICUS (FMTLE)
BU3YAJIN3ALINA

HeﬁpOBH3yaHHBaHHH HOPpMAJIbHA y MAIIUCHTOB C TUIIMYHBIM IIPOABJIICHUCM 3TOI'O
CHUHIpOMaA. M CKIIOUUTEIBHO MOXKET Ha6JII-O,Z[aTBCH AdHOMaAJIKA THIIIIOKaMIla HJIN

MOBBINICHHBIN CUTHAT HA T2-B3BEIMIEHHOM N300paKEHUM.
IMUIEIICUA CO COAYXOBBIMHU OCOBEHHOCTSAMMU (EAF)
BU3YAJIN3AIINA

HeﬁpOBH3yaHH33HHH 0OBIYHO HOpMaJIbHasA, HO PCAKO MOKCT IIOKA3bIBATb

CTPYKTYPHYIO aHOMAJIUIO.

CEMEMHASI ®OKAJIbHASI DIWIENCUS C BAPHABEJLHBIMU
OYATAMM (FFEVF)

BU3YAJIM3ALA

HCﬁpOBH:ﬁY&J’IHB&HHH B HOPMC WJIM MOXKCT IIOKa3aTb OYAaroBYIHO0 KOPTHKAJIbHYIO

JUCIIIAa3uI0 (KOTOpas MOXKET OBITh €1Ba 3aMETHOM ).

SIWIENCHS C TIPUCTYNIAMH, BBIBBAHHBIMH UTEHWUEM
(EWRIS)

BU3YAJIM3ALUA

HelipoBusyanuzanus, Kak 0Xuaaercs, OyJeT HopMalibHOW. Ecnu B KIIMHHYECKOU
KApPTUHE €CTh HETUIMYHBIE YEpThl, CJIEAYeT pPACCMOTPETh BO3MOXKHOCTH

IIPOBEACHUSI BU3YAJIN3ALUHN U1 UCKIIFOYEHUS CTPYKTYPHOM aHOMAJIMUA MO3Ta.
HPOI'PECCHUPYIOIIAA MUOKTOHUYECKASA ITUJEIICHUSA (PME)
BU3YAJIN3ALINA

PesynbraTel HEMPOBU3yaIM3alMU 3aBHUCAT OT JIEKAIIEW B OCHOBE JTHOJIOTHH.
Busyanuzanus MoxeT ObITh M3HAYaJbHO HOPMAaJIbHOM, HO CO BPEMEHEM MOXKET

MOSIBUThCA aTpodusl.



CUHAPOM PACMYCCEHA
BU3YAJIM3ALINA

ITporpeccupytomass atpoduss OJHOTO TOJYyIIAPUS TMPU  IOCIEAOBATEIbHON
HEHPOBU3yaIM3alUU SIBISIETCS OTIIMYMTEIBHOM 4epTod cuHapoma PacmycceHa.
DT0 MOXeT OBITh HEOUEBHIHO B HAYaJIbHOW MpoJpoMaibHOU (a3e 3a0osneBaHus,
OJIHAKO B TEYECHHE HECKOJIBKHX MECALEB II0CIE Hadajga OCTPOM CTaaud Yy
OOJIBLIMHCTBA MALMEHTOB HAOJI0JAeTCsd OJHOCTOPOHHEE YBEIMUYEHHE Hapy>KHOTO
U BHYTPEHHETO OTJEJIOB LepeOpocnuHanbHON )XuakocT. [loteps oobema mo3ra
4acTO HAYMHAETCSI B OCTPOBKOBOM 0OJACTH € YBEJIMYEHHMs] BHCOYHOIO pora
KeNy04Ka U CUIIbBUEBOM mienu. UncunatepanbHast aTpoQus TOIOBKH XBOCTATOTO
Apa SBISAETCSA €Ie OJHMM pPaHHMM JIMAarHOCTUYECKUM IIPU3HAKOM. AHOMaIUs
runepuHTeHcuBHOro curHana T2/FLAIR HaOmromaercs B KOPKOBBIX WM
MOJIKOPKOBBIX 00NacTsX, WM B o0eux. BO3HMKHOBEHHE JIBYCTOPOHHETO

3a00seBaHus 00CyKaaeTcs, HO, 0€3yCIOBHO, BCTPEYAETCS OYEHB PEJIKO.

2.4.4. MarauTHO-pe30HaHCHas ToMorpadus

BBenenne: MarautHo-pe3oHancHass tomorpadust (MPT) — wmerton mydeBoid
JMarHOCTHKH, OCHOBAaHHBIII Ha TNPUHLMUIE SACPHO-MAarHUTHOTO pPE30HAHCA,
BO3ZHMKAIOIIETO MPHU BO30YXKJIEHHWU MPOTOHOB SAEp BOJOPOAA B HCCIEAyEeMOMU
o0yacTu MOcCie BO3JACHCTBUS TPYMIbl PATAOYACTOTHBIX CHUTHAJIOB B CHJIBHOM
OJIHOpPOJIHOM MarHuTHOM moJje. [IpeumymiectBamu npumenenus MPT sBisitorces
OTCYTCTBHE MOHU3UPYIOILIETO U3TYyUYEHUsI, TPOU3BOJILHOE HAMPABIEHUE CPE30B UITU
cOOp HCTMHHOTO TPEXMEPHOTO MacCHBa JIaHHBIX, a TaKXe IMOIyYeHHE
MopdooTHYecKor  (CTPYKTYypHO#), MeTaboauyeckol ©  (PyHKIIMOHAJIbHOU

uHbOopMaIuu 00 UCCIeAyEMOM OpraHe JIM0o CUCTEME.



IIepBonavanbHble NpOTOKOIBI MPT 11 mManueHToB ¢ SIWICIICUENH BKIIKOYAJU, B
JIOTIOJIHEHUE K CTaHAAPTHOMY HCCIIEIOBAHUIO, UMITYJIbCHBIE MOCIIEI0BATEIIBHOCTH
TOJILIMHOM cpe3a 3 MM, C IPOCTpaHCTBEHHBIM pa3peuienuem 0,7 x 0,7 — 0,8 x 0,8
MM, BbITIOJIHEHHBIE Ha anmaparax MPT 1,5 T, opueHnTupoBaHHbIE MTapaJIEIBHO U
MEPIIEHAUKYJISIPHO OCH TUIINOKaMna. Takue mpOTOKOJIbI JaBaIU JTOMOJHUTEIBHYIO
uHMOPMAITUIO O CTPYKTYPHBIX H3MEHEHHUSX BHUCOYHBIX JIOJICH, HO 3HAYUTEIHHO
YBEIIMUMBAIM BpPEMSI HCCIENOBaHUS C PHCKOM BO3HUKHOBEHUS NPUCTyNa H
nuHamMuueckux aprtedakroB Bo Bpemsi npoereHus MPT. IlpenycmarpuBanu
TaKK€  OTHEIbHBIE  MPOTOKOJBI  [JJs  MNAaUUMEHTOB €  TEMIIOPAJIbHOM,
AKCTPATEMIOPAIBHOM W JApyruMud Bugamu snuiencuu  [237].  TlosBieHue
CBEPXBBICOKONOJIBHBIX MPT ¥ HMITyIbCHBIX MOCIIENOBATEIBHOCTEN C U30TPOITHBIM
BokcesieM Ha amnmaparax MPT 1,5-3T npuBenu K CO31aHUIO HOBOTO IMPOTOKOJIA

cTpykrypHou MPT.

Bricokoe mpocTpaHCTBEHHOE paspelnieHue W KOHTPACTHOCTh H300paKeHUs ¢
0XBaroM Bcero rojoBHoro mo3ra npu 3 T MPT HanpsMmyro cBsizaHa c
HaIpPsHKEHHOCTbIO MarHUTHOTO MOJIsl. TOHKUE CTPYKTYpHBIE IOKCTAaKOPTUKAIbHBIC
W3MEHEHHUS], XapaKTEePHbIC /i1 KOPTUKAIBHBIX JUCIUIA3Ul, CKJIepo3a THIIOKaMIIa,
aHOMAJIUKA PA3BUTUSI TOJOBHOTO MO3ra, TPeOYIOT NPUMEHEHHS] HMITYJIbCHBIX
MOCJIEA0BATEILHOCTEM MUHUMAIBHON TONIMMHON cpe3a (1-2MM u MeHee) ¢
M30TPOITHBIM BOKCEIIEM (TO €CTh C 3JIEMEHTaMU 00BEMHOr0 00pa3oBaHus B (popMme
Ky0a C paBHbIMH IpaHsIMU, CHUXKAIOIUMHU 3(QPeKT yacTHIHOro oObema). CorjaacHo
npotokory HARNESS-MRI (yHudunmupoBaHHbIi TPOTOKOI HEHPOBU3YATH3AIIUN
¢ ucnosb3oBanueM MPT npu snunencuun) ctpykrypHas MPT, He3zaBucHMMO OT

Mapku anmapara MPT, Bkito4aeT OCHOBHBIE UMITYJIbCHBIE ITOCIEA0BATEIBHOCTH

[238, 239] (Ta6. 9).

JlaHHBIN MPOTOKOJ MOKHO MCTOJIb30BaTh Ha anmnapatax MPT 1,5 u 3 T, ¢ oxBarom
BCEro TroJIoBHOro Mosra. OOiee BpeMsi CKaHUPOBAaHMS TIPU HCIOJIb30BAaHUU
MHOTOKaHAJIBHBIX KaTymiek (8, 12 wimm 32 xaHana) coctaBisetr He Oosnee 30 MuH.

KontpactHoe ycunenne npu crpykrypaoM MPT mnoka3aHo Toiapko mpu



MOJIO3PEHUH Ha OIYyXOJb TOJOBHOIO MO3ra, COCYAMCTYIO Malb(opMaluio,
nHpekronHel npouecc. [IporuBonokazanus k MPT ctangapTHbie M BKJIIOYAIOT
HAJIMYHNE HECOBMECTUMOIO € MAarHUTHBIM  TIOJEM  KapJAUOCTUMYJISTOPA,
SHAOINPOTE30B, CTEHTOB, MOPTOB JJIsi XUMHUOTEpaIluud, OEPEeMEHHOCTh B IEPBOM
TpuMecTpe. OTHOCUTENIbHBIM  IMPOTUBOINOKA3aHUEM  SIBIIAETCS  HapyICHHE
cepaeuHoro putMa. IIpu wWccraenoBaHuMM MALMEHTOB B BO3pacTe MIIANIE S5 JIET
MOXET TMOHAJA00UThCA AaHECTE3MOJOTHYECKOe TMOocoOue JUisi MHUHMMHU3ALUU

aptedakToB oT nBIKEeHUS BO Bpemst MPT.

Y OONBHBIX ¢ TOAO3PEHHEM Ha DSIWIENCHI0 WIM C YK€ YCTAaHOBJICHHBIM
JMarHo30M, CTPYKTypHyt0 MPT npuMeHSIoT mocie BHOEPBbIE BO3HHUKILIETO
SIUJIENITUYECKOTO MPUCTYIIA JIsl BBISIBIICHUS! UCTOYHUKA CYJIOPOKHOU aKTUBHOCTH,
st qudepeHnanTbHON  TUarHOCTHKW, B JUHAMHUKE W JUIS  OICHKHU

3 PEKTUBHOCTH XUPYPTrUUYECKOTO JICUCHHUS.

° Pexomenayercs nposeneHue crpykrypHoir MPT ronoBHoro mo3sra (He
Menee 1,5 Tecna) mamueHTaMm, BOEpPBbIE B KW3HU  IE€PEHECIIUM
HECIIPOBOLMPOBAHHBIA ANUJIENTUYECKUN TMPUCTYI, JJISI BBIABICHUS BO3MOYKHOU

puYuHbI 3a001eBanus [238, 239].

YpoBenb yoOenurTeabHocTH pexoMeHaanuii C (YpoBeHb [JA0CTOBEPHOCTH

I0KA3aTeJbCTB — 5).

KomMmMmeHnTapuu: yenvio nepeoHauanbHo2o ucciedosanus A6aaemcs OuasHoCmuKa
HOMEHYUATbHBIX UCIOYHUKOE CYOOPONCHOU AKMUBHOCMU: CKIEpOo3a 2UNNOKAMNd,
Goxanvrol xopmukanvHou oucniazuu (PKJ), onyxonu, nocmuwemuyeckux u
nocmmpasmamuyeckux — usmenenut.  llonyuennvie  OaHHble  HeOOXOOUMO
KOppenuposams ¢ B8blA6INeHHOU dnuienmugopmuol akmugHocmoto Ha IOI.
Cnedyem nomuums, umo MP-necamuenas kapmuma y nayueHma c 6nepevle
BOHUKWMUM — CYOOPOICHbIM —~ NPUCMYNOM — He  ABIAemcs — 00KaA3amelbCmEoM
OmMCcymcmeus SNULEncuU, OUAeHO3 YCMaHaeIUu8aemcs Ha OCHOBAHUU KOMNIIEKCHO20

anaaiu3a KIUHUKO-UHCMPYMEHMAIbHbLX OQHHbBIX.



° Pexomenayercs nosropenne MPT ronoBHoro mosra Ha amnmapare 3 T
0  SIUJIENTOJIOTMYECKOMY TIPOTOKOJNY MalMeHTaM C  Jnuiencued (1o
MOKAa3aHMsIM), HE3aBUCUMO OT PE3YyJbTAaTOB MPEAbIAYIIUX HUCCIEAOBAHUM

(I/ICKJIIOIIGHI/IC COCTABIISIFOT TMALMEHTHI C HWAUONATUYCCKOM FCHepaHHSOBaHHOﬁ

smwtenicueit) [238 - 240].

YpoBenb yoOeautesbHOCTH PpexkoMeHaauuid C (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJabCTB — 5).

Kommenrapuii: O6sa3amenvuo nposedenue MPT 3T no snunenmonocuteckomy
NPOMOKONY ~ NnayueHmam ¢  (DapMaKkopesucmeHmHou  Inuiencuel 01
paccmompenusi onNpoca O Xupypauyeckom Jnevenuu. Omcymcemeue 04a2o8bix
usmenenui npu nepsuunom MPT, ewvinonnennom na annapame MPT 1,5T no
CMAaHOapmHOU MemoouKe, He UCKuoYaem OuasHo3ad JSNUIENncUul, MmMoHKUe
CMPYKmMypHble 0KCmaKkopmukaibhsle usmenenuss Ha annapame MPT 1,5T ne
ouacnocmupyromes ¢ 50% cayuaes [241]. 'V 20 - 30% nayuenmos c ucounou
snunencuei u y 20 - 40% nayuenmos ¢ 3KkCmpamemMnopaibHol 3nuiencuelt npu
MPT cmpyxmyphovie uzmenenus e onpedensiomcs (MP-necamuenas snunencus)
[242]. OmpuyamenvHoiii pe3yibmam NepeuULH020 00CIe008AHUS MONCEN MAKI’CE
ObLIMb 00YCN06TIeH OMCYMCMEUeM Onvima y ucciedogamens 1ubo apmeghaxmamu

om 08UdICeHU nayueHma.

e Pekomenayercs nposeacHrue MPT rojiloBHOro Mo3ra B IMHAMUKE Y TTALIMEHTOB C
nokazaHHoW MP-no3uTuBHOW »srnusiencueil (Mo TMOKa3aHUAM), a TakXkKe B

nocieonepamoHHom nepuone [239, 243].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

0KA3aTeJIbCTB — 5).

Kommenrapuii: npogsedenue MPT no snunenmonocuyeckomy HpOMOKONY 8
OuHamuke yayduiaem OUa2HOCMUKY npocpeccupyroujeti ampo@duu 8UCOYHbIX 00el
npu CcKaepose 2UNnoOKamna u YmouHsem npocHos 0as nayuenma [238]. B

nOCeonepayuoHHom  nepuode  kowmpoab  MPT  nomocaem  oyeHumo



3¢Cﬁ€Kmu6HOCWZb pe3eKyuu U 68blA8UMb OONnoHUmMeNbHblE nomeHyuajlbHble ovazcu

snunenmugopmuou akmusHocmu [243, 244].

° Pexomenayercs BKIIFOUEHUE OIHOBOKCENbHOU MP-criekrpockonuu mo
BOJOPOZYy y HALMEHTOB C BHCOYHOM JIMJICIICHEN W IOJO3PEHMEM Ha CKIIEPO3

runmnokammna (mo nmokaszanusim) [245, 249. 470].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJabCTB — 5).

KommenTapmii: B crnodxcnvix  cayuasax, y HAyueHmos ¢  08YCMOPOHHUM
nopasicenuem, npu OMcymcmeuu XapaKmepHulx Mop@oro2uiecKux uzmeHe Ui npu
cmpykmypHoti MPT, y nayuenmog ¢ conymcmeyowell namoioauei (Hanpumep, Ha
gone 6o3pacmuol ampoduu 8UCOYHBIX O0Jiell) PeKOMeHOYemcs OONOIHUMENbHO
ucnonvzosams Qyuxkyuonanvrole MP-wemoouxu. MP-cnekmpockonusi oyeHusaem
Memabonuieckyro  aKmueHoCmy — 001acmu  2UNNOKAMNOS8.  Acummempuynoe
CHUICEHUe COO0epHCaHus MUNnUYHulXx Memabonumos (N-ayemunacnapmama,
Kpeamuna U KpeamuHgpochama) cuumaemcs MUNUYHLIM Ol CKIepo3d
2UNNOKaMna U nomoz2aem NOCMA8UMb OUASHO3 6 HAYANbHBIX  CMAOUSX
3abo0ne8anusi U NpU AMUNUYHOM (NAPYUATIBHOM) NOpAdCeHUU, 08YCMOPOHHEM
cKnepoze, y noxcunvix nayuenmosg [240]. Hccnedosanue modcem npogooumscs
monvko Ha annapamax MPT 3 T u 3ampyoneno mexuuuecku npu 3HA4UmMeIbHOU

ampouu 8UCOUHbIX 00l

o PeKOMeHHyeTCH BOJIIOMCTPHA THUIIIIOKAMIIOB W BHCOYHBIX I[OJ'IGﬁ y

MaIMEeHTOB C BUCOUYHOM 3mujierncueit (1o mokaszanusam) [240, 249].

YpoBenb yoOeautesbHOCcTH PpexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

0KA3aTeJIbCTB — 5).

KommenTapuii: sonromempus (mopgpomempust) - nocmobpabomka uzoopaxdcetuil
C U30MPONHBIM BOKCENeM C OOCHOBEPHbIM U3MepeHueM obvema Kopvl mo3ea,
benoco eewecmea U 2UNNOKAMNO8 NOMO2aem OUACHOCMUPOBAMb CKAEPO3

cunnokamna u amp0¢uio BUCOYHOU 00U HA HAYATbHBIX CMAOUSX 3a60]l€6aHM}Z,



OYeHUmMb OUHAMUKY MeyeHus, nposecmu oughghepenyuanvusvili OuaeHo3 ¢
HelpoOde2eHepamusHbIMU 3a001e8aAHUAMU. Y NayueHmos ¢ UCOYHOU dnuiencuell
ommeyaom HeguouMoe npu U3y albHOL OYeHKe YMeHbUeHue 00bema 2UNNoKamna,

Manamyca u 6UCO4YHOL O0IU 8 YellOM CO CHOPOoHbL cKaeposa [248, 106].

° Pexomenayercsi 00yueHue Bpayeill-peHTIEHOJIOTOB  MHTEPIIpETaluu

MPT y nanueHToB ¢ snunencueit [238].

YpoBenb yoOeaurtesbHOCTH PpexkoMeHaauuid C (ypoBeHb J0CTOBEPHOCTH

J0KAa3aTeJIbCTB — D).

Kommenrapuii: adexeamnas oyenka MP-uzobpasicenuii.  y  nayueHmos ¢
anunencuel 803MONCHA Npu 21yO0KOM 3HAHUU HOPMATbHOU AHAMOMUU KOpPbl U
benozo eewjecmeda, BaApPUAHMO8 CMPOEHUsl, B03PACMHbLIX U3MeHeHul. Ananusz
OaHHBIX Kaxic0020 nayuenma mpeodyem epemeHu U YeayOleHHO020 GHUMAHUS

PEHMeEHOI02A.

2.4.5. PenTreHoBcKas KOMIObIOTEpHAsI TOMOTpadus

BBenenue: PentrenoBckas kommbioTepHas Tomorpadus (KT) - mocmoitHOe
CKaHMpOBAaHHUE  BBIOpaHHOM  00JacTM  y3KO(POKYCHUPOBAHHBIM  TOTOKOM
PEHTI€HOBCKOTO M3JyYEHHsS] C TMOCIEAYIOIIMM IOCTPOCHUEM H300pAKEHU C
nomonipio mpeodpazoBanus Dypoe. [lomydennole u300paxeHus o0IanalOT
BBICOKMM TIPOCTPAHCTBEHHBIM pa3pelICHUEM, HO HU3KOM KOHTPAcTHOCThIO. B
KIIMHAYECKOW  TPAKTUKE MCIOJIb3YyeTCS  KOMIBIOTEpHas ToMorpadus  co
CIUpaAJbHBIM THUIIOM CKaHUPOBAHHMS C U30TPOMHBIM BOKceleM (C paBHOMU
BEIMYMHOM  K&XJOW  IUIOCKOCTH  KaXJOro  BOKCeNlsd  H300pakeHus), ¢
PEKOHCTPYKIMEH H300pakeHUl B MpOu3BOJIbHOW miockocTu. CrangaptHas KT
TOJIOBHOIO MO3ra OXBaThIBA€T BCIO TOJIOBY, MPOBOAUTCA C PEKOHCTPYKLUEH
TONIIUHON | MM M MEHee, B MATKOTKAHHOM M KOCTHOM (HWIIbTpe, ISl OICHKU
BEIIECTBA T'OJIOBHOTO MO3ra, JIMKBOPHBIX IyTEW, KOCTEM 4Yeperna U JMIEBOro

CKCJICTA. KOHTpaCTHOC HCCIICAOBAHUC TIPUMCHACTCA IIpU IIOAO3PCHHH HaA



COCYAHCThIe  MaibdopMallud, HWHTpPaKpaHUAJIbHbIE AHEBPU3MBI,  OITYXOJIH,
nHpeKkoHHBIM Tporiecc. MccienoBanue IIUTCA HECKOJbKO CEKYHJI M MOJXKET
IIPOBOJIUTHCS MALMEHTAM B TshKEJIOM coctosiHuu U Ha MBJI. IIpotuBonokazanuem
k mpoBeneHuto KT sBisercs OepeMEHHOCTh, a K BBEICHHIO KOHTPACTHOTO
BCIECTBA - AJUICPTUYCCKUE PEaKIUM Ha HWOa W OENIOK, CHIKEHHE KITyOOUYKOBOMU
bunbTpanuy MOYeK, HapylieHne (QYHKIMHU MEeYEHHU, TUNEPPYHKINS IIUTOBHIHON

KCIIC3HI.

° Pexomennyercst HazHauenne KT  rosoBHOro mosra — B3pOCIHBIM
nagueHTaM  (crapme 18  jer),  BHOEpBbIE  NEPEHECIUUM  EAWHUYHBIN
HECIPOBOLIMPOBAHHBIN SMUIENTUYECKUN MPUCTYI, KaK NEPBUYHOE HCCIICOBAHUE

IIPU OTCYTCTBUU BO3MOXHOCTH BbITOIHUTH MPT [249, 250].

YpoBenb yoOeautesbHOCTH PpexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJabCTB — 5).

° Pexomenayercs nHazHauenne MPT ronoBHOro mosra JAeTsiM, BIIEpBbIE
IIEPEHECIIIMM HECIPOBOLIMPOBAHHBIN SMWJICHTUYECKUA MPUCTYIL. Jpyrue MeToasl

HEWpPOBU3yaIN3alMN PACCMATPUBAIOTCS TOJBKO MPU HEBO3MOKHOCTHU BBITIOJIHUTH

MPT [246].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJabCTB — 4).

Kommenrapuii: KT nasnauaemcs 07151 UCKAIOYEHUSL OCMPOU HEUPOXUPYpeUiecKou
namono2uu: GHYmMpUYepentviXx KpPOGOUSIUSAHUL, 8 MOM Yucle Hocle pas3pbléa
anespusm u manvgopmayuti 201061020 mosea, OHMK no uwemuueckomy muny,
onyxoneu ¢  OUCTOKAYUOHHBIM — CUHOPOMOM,  4E€PEeNnHO-MO32080U  MPABMb.
Omcymcmeue uzmenenui 201081020 moszea npu KT He dokasvieaem omcymcmeue
snunencuu. Ilpu Hanuyuu HempasmMamuyecKo20 6HYmpuuepenHo2o KpoGoUsIUsHUs
pexomenoyemcs KT-aneuocpaghus unmpaxpanuanbHulx apmeputl 01 GblAGIEHUS]
ucmouHuka KpogousausHusa. Illpu noodospenuu Ha onyxonb 20J08HO20 MO32a

pexomenoyemcs KT 2onoenozo mozea ¢ koumpacmuvim ycunenuem. KT 2onoenozo



Mo32a noo Hasuecayurw npu niaaHupoearuu yCmaHoO6KU UHBA3UBHbBIX 3]Z€Kmp0006 u
XupypcuiecKkoeco jq1e4eru leOSOOMWlC}Z MOﬂWMHOﬁ cpesa 1 mm ¢ 3axeamom mseKux
mKaueti auya u 2oJjioewvl, ot lettwed Kopezsucmpayuu ¢ HCI@MZCZL}MOHHOL? cucmemou

U CHUSMCEeHUU mpasmamu3ayul OKpYHcaromux CmpyKkmyp c0J106H020 M0o32A.

2.4.6 T103UTpOHHO-?MUCCUOHHAS TOMOTpadus

Beenenne: IlosutrponHo-amuccuonnas tomorpadus (I19T) - meron nyueBoi
JUAarHOCTUKH, OCHOBAaHHbII Ha CIIOCOOHOCTH  PaJMOAKTHBHOIO  HM30TOIA
HAKaIIUBaThCs B TKaHSX, 00JIaJalONIMX BHICOKONH METa00INYECKON aKTUBHOCTHIO.
B ximmnnueckoi npaktuke [I9T ucnonszyercs ¢ Hayana 1990-x rr. B nuarnoctuke
AMUJICNITOTEHHBIX TMOPAKCHUH HCTOJIB3YIOT THOPUIHBIE METOMUKHU: MMO3UTPOHHO-
SMUCCHUOHHAs ToMorpadusi, COBMEIICHHass C KOMIBIOTEpHON Tomorpaduei
rojgoBHoro mo3ra (II9T-KT), koropeie 06magatoT OONBIIUM HPOCTPAHCTBEHHBIM
paspenieHneM M JIydlled aHAaTOMUYECKOM Koppemsauued. B kauectBe
MeTaboIMYeCKOoro Mapkepa mpuMeHstoT Quyne3okcuriaoko3dy [18F]  (18F-
dropaezockurimoko3y, 18F-OJII") - aHamor mpupoIHON TIIFOKO3bI, TTO3BOJISIONTUI
OLIEHUTh TJIUKOJUTUYECKYK) aKTUBHOCTh TKaHW. lIpM BHYTpMBEHHOM BBEIECHUU
18F-®JII" "HTEHCMBHO HAKATUTMBAETCS B TKAHSAX C BBICOKUM YPOBHEM TJIMKOJIM3A
(rosioBHOM MO3T, MbIIILBI, MUOKap, opranbl KKT, nedyens). [I9T-KT npoBoautcs
y MAIMEHTOB C SIWICIICUEN B OKOJONPUCTYIHOM M MEKIPUCTYIIHOM IEPUOJE.
TunuuHbIM IS~ MEXIPUCTYIHOTO  MEPUOJIa  CUMTACTCA  JIOKAJIbHBIN
ACUMMETPUYHBIA TUMOMETA00IM3M BHCOYHOM [OJIM Ha CTOPOHE CKJIEepo3a
TUNINOKaMIIa, YTO CBA3aHO C HapacTrarolleid arpo@ueil M CHIKEHHEM YPOBHS
TJIMKOJIN3a YKa3aHHOW oOnactu. J[Jis agekBaTHOTO MPOBEJACHUS U WHTEPIPETAINH
[19T-KT HeobxoauMa MOATOTOBKA MAIlUEHTa C COOIIOICHUEM MMUIIEBOTO PEKUMA,
OTKa30M OT (PU3MUYECKHX Harpy30K M OTMEHOMW psija JICKapCTBEHHBIX MPENapaToB.
[IpoTuBOMOKa3aHUAMH K UCCICAOBAHUIO CUUTAIOT OEPEMEHHOCTh, HH()EKITMOHHBIC

3aboneBanusi,  runepriukemuto.  Hambonee  spdekTuBHBIM  cuuTaeTcs



ucnosbzoBanue IIDT-KT mnpu MP-HeratuBHON s0uIENICMM M KaK METOJ

MpEeIONEePALIMOHHON MOATOTOBKH [251].

° Pexomenayercs HazHaueHue I[I9T-KT npu OTCYyTCTBHMM TUIHUYHBIX
u3MeHeHn 1o naaHHeiM MPT y mnmanmeHToOB C€  yCTaHOBIIEHHBIM JIHAarHO30M

AMUJICTICHS, a TakXKe MPH PEHICHUH BOINpOca O XUPYprudyeckom JiedeHuu [251,

252].

YpoBenb yoOeaurtesbHOCTH PpexkoMeHaauuid C (ypoBeHb J0CTOBEPHOCTH

J0KAa3aTeJbCTB — 4).

KomMeHnTapuii: acummempuunwlii 10KATbHBIL 2UNOMEMAOOIUIM BUCOUHOL OO Y
nayueHmos ¢ OBYCMOPOHHUM NOPAdCeHUeM BUCOYHbIX Oolell aubo npu
omcymcmeuyu  XapakmepHulX NpU3HAaKos ckaepoza eunnoxkamna npu MPT
cuumaemcs 00CMAMO4YHbIM OCHOBAHUEM OJisl peuleHUss B0ONPOCa O XUpPypeuieckom
JleyeHuu, maxK Kax s61s1emcs 0J1a20npusimiuiM Qakmopom 8 niaHe 00a20CPOUHO20

NPOCHO3a KOHMPOJIsi npucmynos [253].

2.5 uble THAarHOCTHYECKHE MCCJIeI0BAHUSA

2.5.1. I[I/IaFHOCTI/IKa MOHOT'CHHBIX BAPHAHTOB UAHOIIATHICCKUX SIUJICTICUI

JU1s1 yCcTaHOBIICHHS STHOJIOTMHA MOHOTEHHBIX BAPHAHTOB SIUJICTICUI HCIIONIB3YIOTCS
HECKOJIBKO MOJICKYJISIPHO-TEHETHUECKUX METO/JIOB: aBTOMAaTHUYECKOE
cekBeHupoBaHue 1o CeHrepy, a TakXe OJHOBPEMEHHBIM aHalW3 MyTaluil B
HECKOJIbKMX TeHax. Jlnsg nuarHocTuku 3a0o0jieBaHM, XapaKTepU3yHOIINXCS
ceUpUIECKUMH KJIMHUYECKUMHU MPU3HAKAMHU 11€7IECO00pa3HO MPOBOAUTH aHATU3
MyTalii B OTAENBHBIX I'€HaX, OTBETCTBEHHBIX 32 WX BO3HHMKHOBeHHE. K Takum
3a00JIeBaHUSIM OTHOCUTCS TyOEpO3HBIM CKJIepo3, HelpoduOpoMaTo3 W CHHIPOM

Amnrenbmana [21,22].



| PexomeHmyeTcsi MOJICKYJIIPHO-TEHETUYECKOE UCCIICOBAHNE MYyTAllMii B TEHE
METO/IOM aBTOMATUUYECKOI0 CEKBEHUPOBaHUs M0 CaHTepy MaIMEHTy C SMUIIETICUEn
C MOJ03PCHUEM Ha MOHOTEHHOE 3a00JieBaHUE, JIsl YTOUYHEHUS €T0 STUOJIOTHH U

noabopa creuuduyeckoi tepanuu [254, 255].

YpoBenb yoOeaureqabHOCTH pekomeHganuii C (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJabCTB — 4).

Kommenmapuu: [louck mymayuti 6 KOHKDEMHOM 2eHe B03MOJICEH MOJIbKO Npu
Xopouio  peHomunuuecku OuepueHHulX 3a00]1e8aHUAX, ACCOYUUPOBAHHBIX C
snunencueu. Ilpumepom maxux 3a601e8anuii MO2ym CiAyicums cuHopom Pemma

Uy myo6epo3nblil CKIepo3.

PexomeHayeTcs1 MOJIEKYJISIPHO-TEHETUUECKOE HCCIIE0BAaHUE MYyTallluu
MeroaoM CaHrepa pOAMTENSM MalMeHTa MPHU BBISBICHUU Y peOeHKa BEPOSITHO
MaTOr€HHON MyTalluu WM MYTalluu C HESICHBIM KIIMHUYECKUM 3HAYEHUEM B T'EHE,
ACCOIIMMPOBAHHBIM C MOHOTEHHBIM 3a00JI€BaHUEM, NJIi YTOYHCHHS 3HAYMMOCTHU

MyTallUM B Pa3BUTHH SMUJIETICUU U € LIEJIbIO IPOTHO3a IETOPOXKACHUS [256].

YpoBenb yoOeaureqabHOCTH pekomeHganuii C (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJabCTB — 5).

KommenTtapuu: Omcymcmeue 6nepsvie 6blA61€HHOU HYKIEOMUOHOU 3aMeHbl 8
2emepo3u2omHOM COCMOAHUU Y 300POBbIX pooumereli pebeHKa ¢ 3a001e8anuem ¢
aAymMoCOMHO-0OMUHAHMHBIM MUNOM HACIE008AHUS NOBLILUAEH 8EPOSIMHOCIb €€
namoeennocmu. OOHapydceHue 6nepavie BbisAGNIeHHbIX HYKICOMUOHbIX 3aMeH 8
2emepo3u2omHOM COCMOAHUU Y pooumeieli peOeHKa ¢ 08yMs MymayusimMu 8 2eHe,
OMEemMCcmeeHHOM 34 B0O3HUKHOBEHUE aYMOCOMHO-PEeYeccCusHo20 3abonesanus,
nosvlulaem 8eposIMHOCMb UX NAMO2EHHOCMU U NO0360Jien YMOYHUMb OUACHO3 Y

nayuerma.

Pexomenayercst IpoBeJICHUE HCCIEAOBAHUSA T'€HOB, aCCOIMHUPOBAHHBIX
C DJIWIENCUEH, ITyTEM BBICOKONPOU3BOAUTENBHOIO cekBeHupoBanusa (NGS):

MMaHCJIn TI'CHOB, IIOJIHO3K30MHOI0O HWJIHW IIOJIHOI'CHOMHOI'O CCKBCHHUPOBAHUA,



MNagueHTy C SIUJICTICUEH C MMOoAO3PCHUEM Ha MOHOI'CHHYIO €€ IIpUpoay AJIsd
YCTAHOBJICHUA INPHUYHUH TCHCTHYCCKH FCTGpOFCHHOﬁ rpynmnbl  MOHOI'CHHBIX

WJIMOMATHYECKUX dIuJIeTicuid [254].

YpoBenb yOenurTeqabHOCTH pekoMeHAanuii B (ypoBeHb /J0CTOBEPHOCTH

A0KAa3aTeJIbCTB — 2).

KommenTtapumn: //o0o3perue Ha MOHO2EHHYIO Npupoody SNUNENCUU B03HUKAEM Y
nayuenma ¢ OMASOU{eHHbIM CeMEUHbIM AHAMHE30M NO 3NUNENnCUl, codemaHnuem
SNUNENCUU C YMCMBEHHOU OMCMANIOCMblO, PACCMPOUCMEAMU AYMUCTNIUYECKO20
CHeKmpa U HAPYUWEHUAMU OBUNCEHUU, (DAPMAKOPE3UCMEeHMHOCMbI0 INUNENCUU U
msadxcenviM ee medenuem (¢ snurenmuyeckumu cmamycamu). Yawe 6ceco
HeobX00UMOCMb MAKO20 UCCLe008aHUSl GO3HUKAEm NpU pa3eumuu pauvHeu
INUNENMUYeCKOU dHYyegaronamuu (CUHOHUM IHYegaronamus pazeumus U

snunenmuyeckas (cm. pazoen «nuienmuyeckue Hyedhaionamuuy).

Buipascennas cenemuueckas cemepoceHHOCMb MOHOZEHHLIX 3a00a€8aHUL U
CUHOPOMOB, CONPOBONCOAIOUUXCSL CYOOPOAMU, A MAKHCE ZHAYUMENbHIL pazmep
2€H08, OMBEMCMBEHHbIX 34 UX BO3HUKHOGEHUe 00YCcro81ugaem HeoOX00UMOCmy
UCNOb308AHUE CEKBEHUPOBAHUSL HOB020 NOKONEHUSL OJis1 OUACHOCIUKU OMOEIbHO20

CEHEMUYECKO20 sapuarma samou cpynnol 3ab01e8aHuUll.

He PEKOMEHyeTCs TPOBECHUE BBICOKOIIPOU3BOAUTEIHHOTO
CEKBECHUPOBAHMS B KIMHUYECKON TMpaKTHKE TarueHTaM ¢ (OKaTbHBIMU WA
IeHEPATM30BAHHBIMU SIUJIENICUSMUA € TMPEANOJI0XKHUTEIbHO MYJIbTH(PAKTOPHBIM

TUTIOM HACJIEIOBAHUS C LEbI0 YCTAHOBJICHUSI TUOJIOTUH AIIUIIeTicuu [257].

YpoBenb yOenurTeqbHOCTH pexoMeHAanuii B (ypoBeHb /J10CTOBEpPHOCTH

0KAa3aTeJIbCTB — 2).

KomMmeHTapum: 6 peoxkux cayuasx Kak npu  @QOKAIbHbIX, mMaKk U npu
2eHePaNU308aAHHbIX INULENCUSX, OCOOEHHO NPU HATUYUU HECKOJILKUX YIeHO8 ceMbll
C onunencueu, ModCem UMemb MeCmo MOHO2eHHas npupooa.B maxoi

KAUHUYECKOU cumyayuu ceHemudecxKoe uccne0o8anue noKa3aHo (Hanpwwep, npu



AYyMoCOMHO-0OMUHAHMHOU — DONAHOUYECKOU  SNUAENCUU Ul  HEeKOMOpbIX
CMPYKMYPHBIX — (hopmax  dnuiencuu,  accoyuuposamnuvie ¢  HApYUeHUem

HEeUPOHANIbHOU MUpayuy uiu KOPMUKAaIbHoU Opeanu3ayuu).

PexoMeHyeTCs HIUTOTCHETUYECKOE HCCIIEIOBAHUE (xapuoTu)
NAIMEHTy C 3MUICTICUEeN MPU MOAO3PEHUH HA XPOMOCOMHYIO IPUPOAY IMHICTICUN

C LIEJIbI0 YTOYHEHUS €€ 3THOJIOTHH [258].

YpoBenb yoOeautesbHOCTH PpexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

0Ka3aTeJabCTB — 3).

PCKOMCHI{yeTCH IMPOBCACHUC XpOMOCOMHOTO MUKPOMATPUIHOTO
aHaJIn3a IIallMCHTaM C C-)HI/IJIGHCI/IefI, Y KOTOPBIX IPCAIIOJIAracTcCsia XpOMOCOMHBIﬁ
CUHAPOM, HO pu IMPOBCACHUU CTaHAAPTHOI'O KapruOTHUIIMPOBAHUS

KOJIMYECTBEHHBIX M CTPYKTYPHBIX MIEPECTPOEK HE BBISBICHO [259].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJabCTB — 4).

KommenTtapum: /Juaenocmuka  XpoMOCOMHBIX — CUHOPOMOB,  0OYCI0BNIEeHHbIX
MUKPOAHOMATUAMU XPOMOCOM, pasmepom meHnee 10 man n.H. (Oeneyusamu u
OYNIUKAYUAMU) npo6OOUMCcs c UCNOIb308AHUEM XPOMOCOMHO20
MUKPOMAMPUYHO20 AHATU3A, HANPABIEHHO20 HA AHAIU3 8APUAYUL YUCIA KONUL
JIHK y oOemeii ¢ snunencueti ¢ ucnonvzosanuem SNP onuconykieomuomnvix
muxkpomampuy. Ilodospenue na Xxpomocomuyro npupoody 3a601e8anUsl O3HUKAEM 8
mom ciyuae, Ko20a y nAyueHma ¢ dNuiencuell, podcOeHH020 8 CPOK C HUSKUM
6ecom, pauee NCUXOMOMOPHOE PA3BUMUSL NPOMEKAN0 C 3A0ePIHCKOU, UMeemcs
MHOJCECMBO CcmueM OUCIMOpUO2eHe3a U/uiu NOPOKU PA38UMUsT HECKOTbKUX
opeano8 unu cucmem opeanuzma. Hexomopwie 6udbl XpomocomHou namonouu
Mo2ym Oblmb OUACHOCMUPOBAHBL MOILKO MEMOOOM KAPUOMUNA U3 C8edcell KPOBU,
maxkue Kak cuHopom Koavyegou 20 XpomMocombl, XaApaKmepusyIowunucs
couemaHuem mpyoHocmel 00yYeHUs C paHHe20 803pacma U 6eccyO0opOHCHO20

nurenmudecKkoeco cmamyca u dpyeux munoe snujienmudecKux npucmynoe.



PexoMeHnayeTcsi MOJTHOTEHOMHOE  CEKBEHUPOBAaHWUE  MALUEHTYy  C
AIUJIETICUE C MOAO3PEHHEM Ha €€ MOHOTE€HHYIO T€HETHUYECKYIO MPUPOIY B TOM
clyyae, €CIM y HEro HE BBISBICHO NPUYUHBI DSMNWICHCUU TPU HK30MHOM

CEKBEHHUPOBAHMH C II€JIbI0 YTOUHEHUS IMarHo3a U 1mojoopa tepamnuu [254].

YpoBeHb yOeauTeIbHOCTH pexkoMeHaanuid B (ypoBeHb [10CTOBEPHOCTH

0KA3aTeJIbCTB — 2).

KOMMeHTapl/II/I: eciu NOJIHOCEHOMHOE CeKeeHUupoearue He nposCHAem
MO]Z@KyJZ}ZpHO-ZeHGMM"lGCKMﬁ anaiu3z, mo makxKoe oice uccneooBanue NoKa3aHo u

oboum pooumensim nayueHma.

PexoMeHnpyercsi IepecMOTp HATHUBHBIX  JIAHHBIX 3K30MHOTO  WJIU
TEHOMHOTO  CEKBEHHWpOBaHUs (mpencraBieHHbIX B (opmare fastQ) ¢
MpeAnojaraéMoi reHeTUYECKON SMNUJIeNiCUel, €clii paHee He ObLI yCTaHOBJICH

TOYHBIN MOJIEKYJIIPHO-T€HETUYECKUI quarnos [260].

YpoBenb yoOeaurtesbHOCTH pexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

JA0KAa3aTeJIbCTB — 4).

KomMmenTapuu: Heobxooumocms mako2o nooxooa OUKmyemcs mem, 4mo 00 CUux
nop  OCMAalomcs. mexHuueckue U OuoIOcUMEecKUe  O02PAHUYEHUS  Memo008
2eHemuyecKol OUazHOCMUKY, A makxdce 00 CUX NOp He OMKpblmbl 3HaA4eHue u
c8i3b ¢ peHomunom 0 8cex eenos. llepecmomp OaHubIX Yepe3 NOAMOPA-08d
200a A61AeMCs 3aKOHOMEPHBIM ULA2OM 8 NOUCKE U NOOMBEPHCOCHUU 2eHeMUYeCcKOU

npupoowL.

PexoMenpyercsi IpoBeICHUE  aHalW3a  METWIMPOBAaHUA  (METHII-
gyBcTBUTeNbHas [1L[P) CpG ocTpoBkoB B obnactu npomoTopa reHa SNRPN Ha
xpomocome 15q11-ql3 y pebGenka ¢ smuiencueil mpyu MoA03PEHUH HA HAIUYUE Y

HEro CUHpoMa AHrejabMaHa C LeJIbl0 TOATBEPKICHU quartosa [261].

YpoBens yoOeaureabHOCTH PpexkoMeHaanuid C (ypoBeHb J0CTOBEPHOCTH

A0KAa3aTeJbCTB — D).



Kommentapun: Cydopoeu - 00uH ux uacmelX CUMNMOMO8 y NAYUEHMO8 C
cunopomos Aneenvmana. Kpome snunencuu y nayueHmos ommeyaemcsi NOX00Ka
HO MUNY «MEXaHU4ecKou KYKIbl», 3A0epiHCKa Peuesoco passumus u XapaKmepHas
MeONeHHOBONHO8As ~ AKMUBHOCMb  Ha  MedcnpucmynHou — D3I,  Ananus
MEMUIUPOBAHUsL NO3BOJISIEN BblAGUMb 08€ OCHOBHbIE NPUYUHbL BO3HUKHOGEHUS
cunopoma-oeneyuu 8 oobaacmu xpomocomvi 15q11-g13 u o00HOpoOumenbckyo
oucomuro. B nopme, y 300poswix nodeil Memuiuposarn MamepuHCcKUuli aiieis u He
MemUIupo8an OmyoscKull auieis 8 pecuone 15ql11-ql3, umo moxcno onpedenrums
C NnomMowblo uUcciedo8anusi npomomopuou oonracmu 2ena SNRPN (manoeo
s0epH020 puboHyKIeonpomeuna noaunenmuda N) nymem noaumepasHou yenHou
peaxyuu  (II[[P). Ilpu  cunopome  AHeenvbmana  auanu3  onpeoessiem
HeMemunupoBarHHulll allelb OMYOBCKO20 HNPOUCXOHCOCHUSI NPU  OMCYMCMEUU
MEMUNUPOBAHHO20 MAMEPUHCKO20 annens. Hopmanvhoiu npogune
MeMUIUPOBanUsl He UCKoyaem cunopom Aueenvmana, nomomy umo 8 20 - 25%
ciyuaes  omom  cuHOpom  obycnoenen mymayueu cena UBE3A, u we

conpoeoofcdaemwz USMEHEHUEM MeMUTIUPOBAHUAL.

2.5.2. OcoOeHHOCTH KIWHUYECKUX TPOSBICHUNA HACICACTBEHHBIX OOJE3HEH

oomena (HBO), conpoBoxaarommxcst Cy1oporaMu

HacnenctBennbie 60jie3HM 0OMEHA BEIIECTB, COMPOBOXKIAIOIIMECS CYyI0pOTaMu, —
oOmmpHasi Tpynna MOHOTEHHBIX 3a00JieBaHUM, OOYCIIOBICHHBIX MYTAIlUSIMUA B
reHax, OCJIKOBBbIE MPOAYKTHI KOTOPBIX YYACTBYIOT B CJIOKHBIX OMOXMMHYECKHX
peakuusix. Bo3HUKHOBEHUE CyJOPOKHOTO CHHApPOMa HAOIIOAAEeTCsl B CTPYKTYpE
cuMOTOMOKOMIUIEKCOB Oosiee 200 HO30J0THYECKHX (OPM, OTHOCSIIUXCS K
pasznnuebiM knaccaM HBO, B TOM uwMciie aMUHOAUMAONATUH, OPTraHHUYECKUX
arUAypui, TEPOKCUCOMHBIX, MHUTOXOHAPUAIBHBIX U JIM30COMHBIX OOJE3HIX
HaKoIIeHUs1. bBoNbmMHCTBO 3a00JeBaHUN 3TOW TPYNNbl MMEIOT ayTOCOMHO-
peueccuBHbId, X-CUEIJICHHBIM PELECCUBHBIM W MHUTOXOHJPHUAIBHBIM  THII

HacimenoBanus. llatorene3  pasBUTHS  JOWIENCMH IPU  OTHUX  IpyImax



Hellpomerabonnyeckux 3a0oyieBaHUil, dalle BCEro, CBsA3aH C JAeQHUIUTOM
¢depmenTa, 00YCIOBICHHBIM MYTallUsIMU B KOAUPYIOILIEM €ro IeHe, YTO MPUBOIUT
K HaKOIUICHUSIM METa0O0JIMTOB, MPEAIIECTBYIONINX (hepMEeHTaTUBHOMY OJIOKY,
OKa3bIBAIOIIUX TOKCUYHOE JEHCTBHE HA KIETKU PAa3UYHBIX OPraHOB, BBI3bIBAs UX
rubenb. B CBA3M ¢ 3TUM MOXKET MOpakaThCs KaK OJMH «OpraH-MHILEHBY, TaK U
HECKOJIbKO OpPraHOB WJIM CHUCTEM, B TOM YHCJIE LIEHTpaJibHas U Nepudepuyeckas
HEepBHAsl CUCTEMa, CKEJIETHO-MBIIIIEUHAas!, Cep/lle, IeUYeHb, MOKETyA0UHAs JKee3a

Hn JaXX€ KOXa.

OcoGenHoctsaMu knuHUYeckux nposisneHnit HBO, nmo3posstionyux 3anoq03puTh ux

HaJIN4YUC ABIAIOTCA:
-HEOOBIUHBIN 3aI1aX OT KOXKH U YIHHOﬁ CCPLI ITAIIMCHTOB,

-OCTPBIC METa0O0JINIECKUE Kpu3bl, KOTOpPBIC YaCTO IPOTCKAIOT II0J MacKou

HEHPOMH(EKIIUN WU TIPOBOIUPYIOTCS MH(PEKITMOHHBIMA 3a00JICBAHUSMH,
-KOMaTO3HBIC COCTOSTHUS;

-pBOTHI, HETIEPEHOCUMOCTH OIPECIICHHBIX MPOAYKTOB.

JIunarnocruka HBO

JlnarHocTWKa  HACJIEACTBEHHBIX  HApPYIIEHHH  OOMEHa  BEUIECTB  MOXET

OCYHCCTBIIATHCA HA TPCX YPOBHAX.

IlepBblif ypoBeHb HamnpaBie€H Ha OIpeJIeiIeHHEe KOJIWYeCTBA METabOJIUTOB
HapylEeHHbIX peakuuid. OH OCYHIECTBISETCS C IMOMOUIIbIO TaHAEMHOW Macc-
CHEKTPOMETPUM M BBICOKOXKUAKOCTHON XpomaTorpaduu OpraHuyecKux KUCIOT U
ra3oBoil xpomarorpaduu/macc-cieKTpoMeTpuu Mo4u. C MOMOIIBI0 3TOTO METO/A
JUArHOCTHPYIOTCS. OCHOBHBIE HO30JIOTWUYECKHME (HOPMBI  aMHHOAIUAOATHH,
OpraHMYECKUX auuAypuil u OoJsie3HEW HapylleHuss OeTa OKUCIEHMs KUPHBIX
KUCIOT. JIOCTOMHCTBA 3aKJIIOYaroTCcsd B OBICTPOTE M JACLIEBU3HE HCCIIEIOBAHUM,
OJIHAKO, MapkKepbl MOTyT o00JanaTh HHU3KOM CHEIU(PUUHOCTHIO. ba3oByio

I/IH(i)OpMaHHIO JJIA Il&JII)HGI?IIHCFO AUArHOCTHUYCCKOI'O IIOMCKa MOI'yT JaTb



UCCJIEJOBaHMsI KMCIOTHO-OCHOBHOI'O COCTaBa KPOBH (BKJIHOYArOIIUM ypoBeHb pH),
IJIIOKO3bl, AMMOHUS, JJaKTaTa, KETOHOB MOYM U MeYeHOYHOro npodpuist. OgHum u3
HauboJiee BaKHBIX TECTOB SBIISIETCS ONpEACNICHUE YPOBHs caxapa KpOBH, TaK Kak
TUIOTJIMKEMUs  fABJsETCA  OOHMM M3 4yacTteix  cumnTomoB  HEBO,

COIIPOBOKIAIOIINXCS CYIOPOTaMH.

MarnutHo-pe3onancHas tomorpadust (MPT) romoBHOro mo3ra MOXeET OBITH
sbdextuBHa mnpu guarHoctuke HBO w3 rTpynmbel  M30COMHBIX  OOJE3HEH
HAKOILJICHUS, MTEPOKCUCOMHBIX OOJIE3HSIX, a TaKke JUisi OOHapyKEHHsS] MOPOKOB

pa3sBUTHA MO3Ta U €T0 TUIIOKCUYICCKU-UIICMNYCCKUX HOpaH(eHHﬁ.

BTtopoii ypoBeHb — HCClIEZIOBaHHE AKTUBHOCTH OMNPEIEICHHOTO (epMEHTa WU

rpynmsl GepMEeHTOB.

Tpernii ypoBenb — JIHK nuarnoctuka, HampaBiieHHasi Ha MOUCK MyTalldii B T€HAaX
C MOMOIIbI0 aBTOMAaTUYECKOTO CEKBEHUpPOBaHUs o CirHTepy, WK UCIOIb30BaHUE
METOJia BBICOKOMPOU3BOIUTENIBHOTO cekBeHupoBaHus (NGS): nanenum reHoB,

IMOJIHO3K30MHOC 1 IMOJIHOTCHOMHOC CCKBCHUPOBAHUC.

VYuutbiBas BO3MOXKHOCTH 3(Q(EKTUBHOM NATONEHETHMYECKON Tepamuu Jis
HEKOTOPBIX HO30JIOTUYECKUX (DOPM ATOM TpyMIbl 3a00J€BaHUM, UX JUATHOCTHUKY
HEOOXOJUMO MPOBECTH B KpaTyailliue CpPOKH A0 IMOSIBICHHUS HEOOpaTHMBbIX
MOBPEXACHUIA TOJOBHOTO Mo3ra. JIns HECKONBbKHX HO30J0THYECKHX (GopM
snmiencuit u3 rpynnel HBO, manudectupyrommx B HEOHATAJbHOM TMEPUOJE
paszpaboTtaHa crneunduyeckas TEpanus, MOJHOCTHbIO KYNUPYOIas KIMHUYECKHUE
cuMnTOMBbl. K HUM OTHOCATCSI YETBHIPE F€HETUYECKUX BAPUAHTA T'MIIOMAarHUEMUH,
NUPUJIOKCUH 3aBUCHUMBIE CYJOPOTM U HEIOCTATOYHOCTh OuotuHupasel. K
BO3HMKHOBEHUIO TMIIOMarHUEMUU IPUBOAAT MyTallUU B YETBIPEX I'€HAX, IPOLYKThI
KOTOPBIX OCYILIECTBIISIIOT a0COpPOIMI0 MarHUsl B KHILIEYHHKE WU peabcopOuuio
MarHusi B IMOYEYHBIX KAHAJIBLAX, @ K BO3HUKHOBEHMIO NUPUIAOKCHUH3ABUCUMBIX
cynopor — wmyrtauusi B reHe ALDH7AL, kogupytomiem ¢epmeHT cemeiicTBa
anpaeruadocdar gerugporenas. HegocrarouHocTs 3TOro pepMeHTa MPUBOAUT K

HAKOIJICHUIO numnepeanH-6 KapOommiara, WHAKTUBUPYIOIIETO



nupugokcanbpochar. BHyTpUBEHHOE BBEACHHE JJIEKTPOJUTHBIX PACTBOPOB
(mpenmapatoB ~ MarHusi) NpPU  HACJICACTBEHHBIX  THUMOMAarHUEMHSIX WU
nupuaokcanbpochara NpU MUPHIOKCHUH3ABUCUMBIX  CYJOPOTAaX TMOJHOCTHIO
KyIUpyeT CHMIITOMBI W TIPEJOTBpAIlaeT WX IMOBTOPHOE BO3HHMKHOBEHHe. llpu
OTCYTCTBUU aJIEKBATHOTO JieUeHUs (PopMUpYyeTCS MbIIEYHAs THIIOTOHUS,
BO3HHMKAET 3aJIep’KKa TEMIIOB TICUXOMOTOPHOTO PAa3BUTUS U  CYIOPOKHBIN
cuHapoM. OddekTuBHOE JIeUeHUEe pa3padoTaHO M JJI1 HACIEICTBEHHOIO
nedunura OMOTUHMIA3KI - 3a00JEBaHUA C ayTOCOMHO-PEIIECCUBHBIM THIIOM

HacCJICAOBaHU.

PexkoMeH10BAHO KOMIUIGKCHOE  ONpEJCICHUE  KOHIICHTpalud  Ha
AMUHOKHUCJIOTHl UM AaI[UWJIKAPHUTHHBI B KPOBH METOJIOM TaHJAEMHOW Macc-
CIIEKTPOMETPUH, & TAKXKE HCCICAOBAHHME aMHHOKHCIOT W METa0OJIMTOB B MOYE
MalMUEeHTY ¢ AMUJICTICHEH ¢ TIOI03pEHUEM Ha BPOXKJICHHBIN JeeKT MeTtadonu3ma ¢

[EJIbI0 YTOUHEHHUS STHOJIOTHH SIUJICTICUU U TIoi0opa Tepamnuu [262, 471].

YpoBenb yoOeauteabHOCTH PpexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

0KAa3aTeJbCTB — 5).

Kommenmapuu Tanoemnass macc - cnekmpomempus A618emcs Memooom
CKPUHUH2A, HANPABNIEHHO20 HA AHAIU3 Memadoaumos, usMeHeHue KOHYeHmpayuu
KOMOpbIX — 0OHapyscueaemcsi npu  HACIeO0CMBEHHbIX — AMUHOAYUOONAMUSIX,
Op2aHUYeCcKUx ayudypusax U HapyuleHusx 0ema-oKUCIEeHUs JHCUPHBIX KUCTIOM, 8

CUMNMOMOKOMNJIEKCE KOMOopblx HAOI00AOMCcsl Cy00p081/l.

Cydopozu AGNAIOMCA OOHUM U3 YACMBIX CUMNIMOMOE OoesHell obmena eeujecmse.
00HO6’p€M€HHO€ onpedeﬂenue HECKOJIbKUX O0eCamKo8 memaboaumos 6 nsmHue
Kpoeu noseojiidem npoeecmu aHAIU3 6 Kpamqadmue CPOKU U CnaaHUupoeaniob
ajmeopumm  MOJNEKYIAPHO-cEHEMUUECKO20 MCCJZ@@O@GHM}Z, HanpaejleHHoco  Ha

Ymo4YHerue HO307102UYeCKOll ¢0p]l/lbl U Had3HA4eHue C6‘0€6p€M€HHOlZ mepanuu.

PexoMeHI0BaHO KOMIIJIEKCHOE OIIpCACIICHUC KOHICHTPpAU

OpPraHMYCCKHUX KHCJIOT B KPOBHM H KOMINUICKCHOC OIIPCACIICHUC COACPKAHUA



OpPraHMYECKHUX KHCJIOT B MOYE METOJIOM BBICOKOXKHMIKOCTHON Xpomarorpaduu
MAlKUEeHTY C AMUJIETICHEN ¢ TIOJI03pEHUEM Ha BPOXKJICHHBIN IeekT MeTadoau3ma ¢

IEIbI0 YTOYHEHUS STHOJIOTHH SIUJIETICUU U TIojI0opa Tepamnuu [263].

YpoBenb yoOenurTeabHocTH pexoMeHaanuii C (YpoBeHb /J10CTOBEPHOCTH

JA0KAa3aTeJIbCTB — D).

PexoMeH10BaH KOMIUIEKC UCCJIeI0BAHUM LTSt JMArHOCTUKH
HEJIOCTATOYHOCTH CpeaHelenoYeyHon anmi-KoA-aeruaporeHassl sKUPHBIX KUCJIOT
U KOMIUIEKC  MCCJENOBAaHUWA 1  JUArHOCTUKUM  HEJOCTAaTOYHOCTU
JUIMHHOLIETIOYeYHOU  3-ruapokcuanui-KoA-aeruaporeHasbl  KUPHBIX — KUCJIOT
MAIMEHTY C SMIJICTICUEH C MMOJ03PEHUEM Ha BPOKIEHHBIN TeeKT MeTadoim3ma u3
IpynIbl HapylieHUs OOMEHa J>XUPHBIX KUCIOT MU TEPOKCUCOMHBIX O0Jie3HEH,
COINPOBOXKIAIOIIUXCSL CYJOpOraMu, MJii YTOYHEHHUSI ASTHUOJIOTUU SIHWICTICUU U

non0opa tepanuu [264].

YpoBenb yOenurTeqbHOCTH pekoMeHAanuii B (ypoBeHb /J10CTOBEPHOCTH

A0KAa3aTeJIbCTB — 3).

KommenTapuii: Onpeodenenue memaboaumos 0OMeHa HCUPHBIX KUCIOM, NPeNCOe
8ce20 (PUMAaHOB0U KUCIOMbL NO360JI5Ien 3aN0003PUMb HATUYUE NEePOKCUCOMHBIX
3a601e6aHUlL U CHIAAHUPOBAMb ANCOPUMM OAIbHEUUUX NOUCKO8 2eHemU4ecK020
eapuanma Ha OCHOBAHUU UCNOTIb30BAHUS CEKBEHUPOBAHUS OMOENbHO20 2eHA NO

Ceneepy.

PexomeHnayercs nccieoBaHUEe KHCIOTHO-OCHOBHOTO COCTOSIHHMSI
U ra3oB KpOBU PEOCHKY C DMUICTICUEN C MOJ03PEHUEM Ha BPOXKICHHBINA JePEKT

MeTaboIM3Ma IS IIOUCKA STHOJIOTHH SITHIISTICHH [265].

YpoBenb yoOenurTeabHocTH pexkoMeHaanuii C (YpoBeHb [J0CTOBEPHOCTH

J0KAa3aTeJIbCTB — D).

PexoMenayercs UCCIIEIOBaHUE YPOBHS MOJIOYHOW KHUCJIOTBI B KPOBHU
MAIMEHTY C SIIJICTICUEN ¢ MOAO3PEHUEM HAa MUTOXOHAPHUAJIBHYIO MPUPOIY JIA

YTOYHEHUS THOJIOTHUHU SIUIICTICUH U TIo100pa Tepanuu [266].



YpoBenb yoOeaurTeqabHOCTH pexkomeHganuii C (ypoBeHb J0CTOBEPHOCTH

J0KAa3aTeJIbCTB — D).

KOMMCHTapl/II/I: cyuiecnmeeHrnoe noevluieHue JaaKkmama MoaxHcem

CBUOEmenbCmMB08aAMb 0 MUMOXOHOPUAIbHOU NPUPOOE INUNENCUUL.

PexomeHnayeTcs1 MCCIEN0BaHUE YPOBHS NMUPOBUHOTPATHOM KHCIJIOTHI B
KpOBM IALIMEHTy C OIMIENCUEH C IOJO3PEHHEM HAa €€ MUTOXOHIAPHUAIbHYIO

IPUPOJTY ISl YTOUHEHUS ATHOJIOTHH SUJIETICUU U Toa00pa Tepanuu [266].

YpoBenb yoOeautesbHOCTH pexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

J0KA3aTeJIbCTB — 5).

KOMMCHTapI/II/I: cyulecmeerHoe noevluiernue Jaakmama u UBMEHEHUA
COOMmMHOWeHUs  Jakmama K nupyeamy  Moodicem c8UOemeNbCmeo8ams 0

MUMOXOHOPUATLHOU NPUPOOE INUTENCUU.

2.5.3. Oco0EHHOCTH KIMHUYECKUX MPOSBICHUNA XPOMOCOMHBIX CHHIPOMOB,

COIMPOBOKIAOIUXCA CyaAOpOoraMu

K Hacrosmuemy Bpemenu onucaHo Oosiee 500 XpOMOCOMHBIX AaHOMAJMH,
acCOLIMMPOBAaHHbIX ¢ Hapyumenuem OO marrepHa u cyaoporamu. Jletn c
XpPOMOCOMHBIMU ~ CHHJIPOMaMH 4YacTO pPOXKIAKOTCS C HU3KMM BECOM U
MHO>KE€CTBEHHBIMH CTUTMaMH TU330pHUOTE€HE3a W/ MU TOPOKaMH Pa3BUTHS JIBYX U
Oojee OpraHoB WJIM CUCTEM. B OTIIMUMK OT HMJIMONATUYECKUX MOHOIE€HHBIX
AMWIEHCUN y OOJBHBIX C XPOMOCOMHBIMH CHUHAPOMaMM 3aJ€p)KKa pa3BUTHUSA,
OOBIYHO, OTMEYAETCS C POXACHHUSI, U YaCTO COMPOBOXKIAIOTCS MBIIICYHON
runotoHuen. IIpu HEKOTOPBIX XPOMOCOMHBIX MEPECTPOMKAaX MOYKHO BBIJICIHUTH
XapaKTepHbIA (EHOTUI, HAIPUMEp, IIPU AEJICHUU KOPOTKOro 1ieda 4 XpoMOCOMBI
(cuampome Bombda - XwupmxopHa), MHUKPOJEICHHH KOPOTKOTO T1uieda 17
XxpomMocombl  (cuHapome Mwiepa - Jlukepa), cuHIpoMe AHrenbMaHa
(MHKpoAenenust JUIMHHOTO Iuieda 15 XpoMocombl), HO B OOJBIIMHCTBE CIy4YacB

(1)CHOTI/IH HC CHCHH(i)H‘IGH. OHpe,Z[eJII/ITB XPOMOCOMHYIO IIATOJIOTHIO MOKHO



UTOT€HETUYECKUM METOJIOM, HO MPHU MaJbIX pa3Mmepax aucOasaHca HeoOXOAUMO
MPOBEICHUE MOJEKYJSIPHOTO KapuOTUINa (XPOMOCOMHOTO MHUKPOMATPUYHOIO

aHanu3a). JledeHue s3nuIIencuy Mpu XpOMOCOMHOM NATOJIOTHH CUMIITOMAaTHYECKOE.

2.5.4. CnocoObl JUArHOCTHKU XPOMOCOMHBIX CHHAPOMOB, COMPOBOXKIAIOLINXCS

cyloporamu

JlnarHocTuka KOJMUYECTBEHHBIX M CTPYKTYPHBIX IEPECTPOCK XPOMOCOM Oouiee,
yeM 10 MJIH T1.H. OCYIIECTBIISIETCSI HA OCHOBAaHUHU TPAJAUIIMOHHOTO METO/Ia aHau3a
XpPOMOCOM C MCIOJIb30BAaHHEM Pa3JIMYHBIX METOJO0B WX OKpamnaHus. CaMbIM
pacrpocTpaHeHHBIM MeTofoM siBisiercss G okpamBaHue 1o PomaHOBckoMy -
I'mm3e. Hcmoap3oBaHWe HSTOr0 METOJA II03BOJSCT BBIABIATH IIOJHMCOMMH,
aHEYIUIOMIMM, a TakKe TMPOTSKCHHBIC JEJICHUH, AYIUIMKAIUY HWHBEPCHUH,

HHCCPIHUHU, a TAKIKC TPAHCIOKAIIUN XPOMOCOM.

JlnarHocThKa CTPYKTYPHBIX IIE€PECTPOEK XPOMOCOM  MEHBUIET0  pa3Mmepa
IPOBOAUTCA C IMOMOIIBI0 XPOMOCOMHOIO MHMKpOMaTpuyHOro asanuza. llpu
BBIMIOJIHEHUM 3TOTO aHAIM3a UCCIENYIOTCS BCE KIMHUYECKH 3HAYMMBbIE yYaCTKU
r€HOMa, IMO3BOJSIOIIME JAUArHOCTUPOBATh BCE H3BECTHBIE XPOMOCOMHbBIE

CUHAPOMBI (B TOM YHCJIC MUKPOIACIICIMOHHLIC U MI/IKpO,ZIyrIJII/IKaHI/IOHHBIG).

H€06XOI[I/IMO HMCTb B BUAY, UTO IIPH ITPOBCACHUHN 3TOI'O aHAJIN3a HC OIIPCACIIACTCA
HaJIMIUue OIHOPOANTCIILCKUX I[I/ICOMI/Iﬁ n TpaHCJ'IOKaI_II/Iﬁ XpOMOCOM, a TaKIKC

MEPECTPONKHU 3a TPaHBIO pa3peliaroiei CHocCOOHOCTH METO/IA.

PCKOMeHIlyeTCH HCCIICAOBAHUC KAapHOTHUIIA IIAIIUCHTY C SMUJICIICUCH

MIpY MOJIO3PEHUU Ha HAJTMUKME XPOMOCOMHOM natojioruu [258, 267]:

YpoBenb yoOeaureabHoCcTH PpexkoMeHaauuid C (ypoBeHb J0CTOBEPHOCTH

A0Ka3aTeJabCTB — 3).



PexoMeHnayercsi MpoBeICHUE  XPOMOCOMHOIO MUKpPOMATPUYHOTO
aHaIKM3a MalMEeHTy C 3MWIETICHEN MPpU MOI03PEHUU Ha XPOMOCOMHYIO MATOJIOTHIO

IIPU YCJIOBUU HOPMAJILHOTO Kapuotumna [259].

Yposenb yoOenurTeabHocTH pexoMeHaanuii C (YpoBeHb /JA0CTOBEPHOCTH

J0KAa3aTeJbCTB - 4).

2.5.5. lnarHocTUYECKHE MEPOIPUATHS IPU OKa3aHWUHU MAJUIMATUBHOW MOMOIIH MPU

SIUJIENICHN Y JeTen

PexkoMeHAYyIOTCH IIEPBUYHBIE  KOHCYJBTAlMM  Bpady€d W HMHBIX
CIICIMAIIMNCTOB M3 MEIUUUHCKOM OpraHu3allMi WM €€  CTPYKTYPHOIO
NOJpA3IENEHUsl,  OKa3bIBAIOIIEr0  CHCHUAIM3UPOBAHHYIO  MAJUIMATUBHYIO
MEAMIMHCKYIO TIOMOINb JIeTIM ¢ (opMaMu OSIWJICTICUHA, OTHOCSAIIUMCS K
3a00J€BaHUSAM,  OTPAHUYMBAIONIMM  TPOJOJDKUTEIBHOCTh  KM3HU  (KOIbI
Mexnaynapoaaor knaccudukanuu 6onesneir X mepecmorpa G 40.4, G 40.5, G
40.9) u persm ¢ (HapMaKOPE3UCTEHTHOM HSMHIICTICUEH, KOTOPHIM BBINOTHEHBI
NajUIMaTUBHBIE  HEUPOXHPYPrUYECKHE  BMeENIaTeNbcTBA  (KaUIO30TOMUSL U
CyOnuanbHbIE  TPAHCCEKIIUW), JUIsl  OmpeneieHuss o0bemMa  HeoOXoauMoun

HaJTHATUBHOM MEIUIIMHCKOM oMoy [268- 272].

YpoBenb yoOeauteabHOCTH PpexkoMeHaauuid C (ypoBeHb JOCTOBEPHOCTH

0KAa3aTeJbCTB - D).

Kommentapuu: Tepmurnom «COCMOsIHUA, ozpanuyusaroujue
npoooaxcumenvHocms dcusnuy (life-limiting conditions) y demeii 0bo3nauaromcs
COCMOSIHUA, NPU KOMOPBIX Hem ONpABOAHHOU HAOeHCObl HA U3/leyeHue U Om
komopuvix Odemu ympym [268]. Hemsam c Heuzrewumvimu 3a0071e8aHUIMU UTU
COCMOSIHUAMU, COKPAUWAIOWUMU  NPOOOINCUMENbHOCIb  JHCU3HU, OKA3bl8AEMCs
nanuamusnas meouyunckas nomown [273]. Cocmasnennwiii 6 2012 200y Ha
OCHOBAHUU NPAKMUYECKO20 ONblma NAmu OemcKux Xocnucoe Benuxoopumanuu

«C]lO@Clpb COCMOSIHULL 0emcKko2o eo3pacma, oepaHudusarouux



NPOOONHCUMETILHOCHIL JHCUSHU» — PYOPUYUPOBAH co2nlacHo  pasoenam
Mesicoynapoonoti knaccugurxayuu oonesneu 10 nepecmompa (MKB-X) [268]. B
YACMHOCMU, K COCMOAHUAM, O2PAHUYUBAIOWUM NPOOOJIHCUMENbHOCIb HCUHU,
Ooanuwlii cnoeapb 6 o6aoke MKDB-10 «DOnuzoouueckue u napoKCuzMaibHvle
paccmpoucmseay omuocum koovl G40.4 ([pyeue 6uodvl 2enepanuz06aHHOU
anunencuu u snunenmuyeckux cunopomos) u G 40.5 (Ocobvie snunenmuyeckue
cunopomor) [268]. Cozoannas 6 2013 200y «/upexmopus cocmosHui,
02PAHUYUBAIOWUX NPOOOJIHCUMETILHOCIb JHCU3HUY 6KIouaem ko0 MKbH-X G40.9
(Onunencuss  neymouHnenuas) [269]. IlaniuamusHnvlie  HetipoxupypeuiecKue
emewamenvpcmea y oemeti ¢ papmaxope3ucmenmuou snunencueil (Kaiio30momus,
cybnuanvHvle mpauccekyuu) [271, 272] mpebyrom nocredyroujeco OKaA3aHUs
NAITUAMUBHOU MEOUYUHCKOL NOMOWU PEOEHKY, 4mo NPsAMO clledyem U3 Ha36aHUs

OAHHOU 2PYNNbL XUPYPSUYECKUX BMEeUlamenbCcme.

PexkoMeHAYIOTCH ITIOBTOPHBIE  KOHCYJbTAallMM  Bpadye€d M HMHBIX
CIICIIMATIUCTOB W3 MEAUUMHCKOM  OpraHu3allul WA €€  CTPYKTYpPHOIO
MoJpa3aciicHus, O0Ka3bIBAIOIIETO CIIeLIMATIM3UPOBAHHY IO NAJJTAATUBHY IO
MEJUITMHCKYIO TIOMOIb JETSIM ¢ (OpMaMH OSIWICTICHH, OTHOCAIIUMUCA K
3a00JIeBaHUSIM, OTPAHUYMBAIOIINM POJAOHKUTEILHOCTh KU3HU (Kol MKB-XG
40.4, G 40.5, G 40.9) u getsm ¢ papMaKOPE3UCTECHTHOU SMUIICTICUEH, KOTOPHIM
BBITIOJTHEHBI TAJUTMATUBHBIE HEUPOXUPYPrUUECKUE BMEIIATENIbCTBA (KAJTIO30TOMUS
W CcyOnuajgbHbIe TPAHCCEKIMU), JUIsi ONpeAesieHUsT o0bemMa HeoOXOIUMOn

HaJUTHATHBHOM MEIUIIMHCKOM ITOMOIIH M OIICHKH e€ d(dexTrBHOCTH [268 - 272].

Yposenb yoOeaureabHocTH pexoMeHaanuii C (YpoBeHb /JA0CTOBEPHOCTH

J0KA3aTeJbCTB - D).

3. JleyeHnue, BKJIIOYAST MeIUKAMEHTO3HYI) M HeMeJIMKAMEHTO3HYI0 Tepainuu,
AHETOTEePANUIO, o0e300,1MBaHMeE, MeIUIMHCKHEe MOKA3aHUSA "

IMPOTHBOIIOKA3aHUA K IPUMEHCHHUIO METO/10B JICHCHUSA



OO0e3001MBaHUE B JICUCHUHN SIUJICTICUH HE IIPUMCHACTCH.

Ilokazanusa wu MMPOTHUBOIIOKA3aHUA K Pa3JIM9YHBIM MCTOAAM JICHCHHUA — CM.

COOTBCTCTBYIOIIMEC pa3acCiibl.

MeaukaMeHTO3HOe JIe4eHHe NpoTHBO3NMiIenTuueckuMu mnpenaparamu (I1911)
SBJIIETCS OCHOBHBIM METOJOM Tepanuu sSnuwiencud. B OoJbpIIMHCTBE Cilydaes
J€YeHUE JOJKHO HAUYMHATBCS Cpa3y MOCJE YCTAaHOBJIEHUS TMAarHo3a « MUIICHICUS
3a UCKIIFOUEHUEM HEKOTOPBIX BO3PACT3aBUCUMBIX CHHAPOMOB JIETCKOTO BO3pacTa ¢
peakumu npuctynamu. llenp JedeHMs — JOCTH)KEHUE CTOWKOW pPEMHUCCHH
3a0osieBaHusl  0€3 KAaKUX-JIMOO 3HAYMMBIX TOOOYHBIX Ah(PEeKTOB (HEPBHO-
NCUXUYECKUX, COMATHYECKHMX U [p.); oOecrnedeHre NpOoPEeCcCHOHATBHOU U
COLIMAJIbHOW a/lanTalluy MalMeHTOB; COXPAHEHNE ONTUMAIIBHOTO KaueCTBa JKHU3HH.
B nacrosmee Bpems B Poccum 3apeructpupoBano 23 IIOII ¢ pasHbiMu
MEXaHU3MaMH JEHCTBUS, HUMEIOLIME Pa3IuYHbId NpoPmib 3PGEKTUBHOCTH U

0€301acHOCTH/TIEPEHOCUMOCTH.

OcHOBHBIE NPUHIIMIBI Tepanuu smwiencuu (Beioop 1911 B 3aBucuMocTr OT TUTA
OPUCTYTIOB ¥ (OPMBI  SMUJIECTICUU/IMUICNTHIECKOTO CHUHIPOMA, CTapTOBas
MOHOTEpanus, ajlbTepHATHBHAS MOHOTEpANUs, palUoOHaIbHAS TMOJUTEpaIns,
npuHIUNEl KomOuHUpoBanus [IOI1 u np.) sBastorcs oOmuMmu st JgeTed U
B3POCIIBIX, MIO3TOMY B OCHOBHOM paccMaTpUBaKOTCS B pasznene
«MenuKkaMeHTO3HOM  TepalmuMu  JIWIENCUM Yy B3pocibix». B pasnpene
«MenukaMeHTO3Has TEPAIKs SIMUIEIICHU Y IETEN» PACCMATPUBAIOTCS BO3PACTHBIE
aCIMEeKThl MMPOTHUBOAMUJICITUYECKON TEepanuy U JedeHrue CrenuPuIeckux AETCKUX

SMHUIICTITUYICCKUX CUHAPOMOB.

Beeoenue. Ilpu naznauenuu [1311 He0OX0aUM MEPCOHAIM3UPOBAHHBINA MOJIXO0J C
y4e€TOM HHAMBHUIYAIbHBIX OCOOEHHOCTEW KaXaoro mnamueHta [6]. Beibop 1111
3asucum om (POPMBI IMUICTICUU/IMIICTITUYECKOTO0 CUHJIPOMA, THIA IPHUCTYIOB,
CTaAuu M TEeUeHHs 3a00JIeBaHMsI, 1OJa, BO3pacTa, KOMOPOWIHBIX COCTOSHUU U

Ipyrux (paxTopos.



s npasunvroeo evibopa 1311 xadcovii eépau 6 nepsyo ouepedb O0O0NHCEH
YCMAHOBUMYb ABIAEMCS U INULENCUsi POKATbHOU (C hoKanbHbiMU npucmynamu
c/be3  HapywleHus  CO3HaHUs, OUIATEPaTbHBIMU  TOHUKO-KJIOHHYECKUMHU  C
(bOKAIBHBIM JIE0I0TOM), 2eHepaIu308aHHOU (C 2eHepalu308aAHHbIMU NPUCTYNAMU)

UIU HeymoOYHeHHOU (C HeOughgdepenyuposanHvbiMu NPUCTYNAMU).
3.1.1.1. Jleuenue BriepBblE TUarHOCTUPOBAHHOMN AUIIETICUH

[Tpumepno 60 - 70% manreHToB ¢ ANUIENCUEN JOCTUTAIOT CTOMKON PEMUCCUH WIIN
CYIIECTBEHHOT'O ypexeHHusl mpuctyrnoB Ha (oue neuenus [1311. bonpmmHcTBO M3
HUX JIOCTUTAIOT PEMHUCCHU Ha MOHOTepamnuu. JledeHne HauWHAIOT ¢ HadaabHON
(crapToBoii) mo03el Hambosee monaxomsmero I[ID3I1 nns maHHOTO TAaIUMEeHTa
(TTepcoOHaMM3MPOBAHHBIN MOAX0/). Jl03y MOCTENEHHO YBEIWYUBAIOT (TUTPYIOT) 0
MPEKpaIICHUs] TMPUCTYNOB WM TOSBIEHUS TMOO0YHBIX dbdexToB. Kaxmpiid

npemnapatr UMECT CBOXO CXEMY TUTPALIUH.

3.1.1.1.1. Jleuenue BHepBblE IUATHOCTUPOBAHHOW (OKaIbHON smuiencuun (c
(oKanbHBIMU NPUCTYNIAMHU ¢/0€3 HApYIIEHNUs CO3HAHUs, OUIaTepaibHbIMU TOHUKO-

KJIOHUYECKUMU C (POKAIBHBIM J1€0I0TOM)

B Poccum mnpu QokanmpHBIX (dopmMax OIUIEICHU B PEXKUME MOHOTEpaIuu
pa3pelieHbl K MOpUMEHEHHIO: OeH300apOuTtan™™®, BambmpoeBas KucaoTa™*™*,
rabanmeHTHH, 30HHCAMHI, KapOamazenuH**, kioHazemam™*, makocamum™*,
JaMOTPHUIKUH, JieBeTUpaneram™*, okckapOazenuu™*, mpuMumaoH, Tomupamar™**,
benutonn**, penodbapOurtan®*, scnukapbazenun (nepeuens 11911 3necy u nanee

yKa3aHbl B aJI()aBUTHOM MOPSIIKE).

PexomeHayeTcsi HAUMHATH JIEUEHUE B3POCIIBIM MallUeHTaM ¢ (OKaIbHOMN
dbopmoit  snmencur  (HOKATBHBIMU  AMUJICNTHYECKUMHU TIpUCTynaMu  ¢/0e3
HApYIIEHUs CO3HAHUS, OWJIATEPaTbHBIMU TOHUKO-KIIOHUYECKUMU C (DOKAITHHBIM
Te0I0TOM) C  BaIBNPOEBOM  KHUCIOTHI™*,  rabameHTHMHa, 30HHCAMUJA,
kapOamazenuHa™*, JaKocamuga®*, JaMOTPHUKUHA, JeBeTHpareTama*®,

OKckapOaszemmua™*,  mpumumona  [274], Ttomupamarta**,  deHuTomHA**,



dbenobapouTana**, nsciaukapbazenuHa B BHAC MOHOTEpamUUd C  IEJbIO

IPEKpaIICHUS MPUCTYIIOB [275-277].

YpoBeHb yOeauTeJbHOCTH pekoMeHAauuil A, (YyPOBeHb JI0CTOBEPHOCTH

A0KAa3aTeJbCTB — 1).

Jis mpumMuIoHa: YpoBeHb YOeAUTEJbHOCTH pekoMeHaauuii - B, (ypoBeHb

JAOCTOBEPHOCTH JI0KA3ATEJIbCTB — 2).

Kommentapuu: Heobxooumo ommemums, 4mo KIUHUYECKAs 3PheKkmusHocmy
paznuunvix  1IOI1 'y 6onvubix ¢ @okanrbHuIMU  Gopmamu dnuiencuu  npu

A0eKB8AMHbBIX 003UPOBKAX NpubIU3UMenbHo oounaxkosa u cocmaeisiem 50 — 60 %.

B 6onee pannux uccnedoeanusx npu oyenke 3ghghexkmusnocmu 6azosvix [1911
ObLIO NOKA3AHO, YMO YOepicanue Ha mepanuu y NAyueHmos ¢ (HOKATbHbIMU
npucmynamu Ovllo 3HAYUMENbHO 6blile NpU HA3HAYeHuUUu Kapbamaszenuna™** u
Gpenumouna™** 6 cpaswenuu c enobapoumanom™** u npumuoonom. Ilpu
goxaneHblx npucmynax c 38onyuel 8 oOunamepanrbHvle MOHUKO-KIOHUYECKUe
NPUCYNbL YOEePAUCAHUE NAYUEHMO8 HA mepanuu Obllo 3HAYUMENbHO 8blue Npu
Jedenuu kapoamazenunom**, gpenumournom™* u gpenobapoumanom™* 6 cpasnenuu
¢ npumudonom. bonee pannsas ommena npumuoona u genumouna™* ovina ceazana
c nobounvimu d¢pgexkmamu. Taxum o06pazom, npu OKANLHLIX NPUCTYNAX
Gperumoun™*, npumudon npusHaArOMcs max KHce IPHeKMUHbIMU, HO He ABIAeMCs
npenapamamu nepeozo 6vlbopa éciedcmaue noboyHvix Iggdexmos. Knunuueckas
aghpexmusnocmev  beHzobapoumana** 6 panoOMUUPOBAHHLIX — KIUHUYECKUX

UCCNIe008AHUSIX He usyuaiacs.

Kapbamazenun** ooneue 200wt cuumanca ocuvoguvim IIDI1 ona  neuenus
nayueHmos ¢ (YOKATbHLIMU NPUCTYNAMU, «30J0MbIM CIMAHOAPTNOMY, C KOMOPLIM
8 PAHOOMUBUPOBAHHBIX KIUHUYECKUX UCCLe008AHUAX CPABHUBANU P pexmusHocms
opyeux [I3I1. Cucmemamuueckuii 0030p ¢ cemegvim memaaHaiuzom [275]
noKasan, uYmo ONUMEIbHOCMb  YOepiicaHusi Ha mepanuu  (ompadicaouas

aghgexmuenocmy U NEPEHOCUMOCMb) V NAYUEHMO8 C (DOKANbHLIMU MUNAMU



APUCMYNO08, NOIYVHAIWUX JTAMOMPUONCUH U Jlegemupayeman, ** 3nayumenvHo
eblllle 8 CpasHeHUuU ¢ kapoamazenunom**. B nopsoke yovi8aHus no cpasHeHuio ¢
kapbamazenunom™* no napamempy  yoepyxcanua Il  pacnpedenunuce
cnedyrowum oopasom: eanvnpoesas xucioma™**, zonucamuo, oxckapboazenum**,
Gpenumoun™*, monupamam**, cabanenmun, enooapouman**. Vrasanuvie 11911

aghexmuensvl 6 1eyeHuu YoKanbHbIX GOpM INULENCUU 8 pedCUMe MOHOMEPANUU.

Asmopwvl  Opyeoco memaananusa [276] pexomenoyrom HauuHame JeyeHue ¢
nesemupayemama™®, 30nucamuoa, aaxocamuoa**, ascauxapbazenuna 6 euode
MoHOmMepanuu npu YCMAaHoBIeHUU OUACHO3ad (QOKAIbHOU HopMbl dnunencuu
(hokanvuvix snurenmuveckux npucmynax) y e3pocivix. He 0vi10 Huxaxux
CMAMUCMUYecKy 3HAYUMbIX PA3IUYULL 8 NpeKpawjeHuu npucmynog uepes 6 u 12
mecayee npu npueme ykazawnvlx I[I9I1. Bce ykazannvie 11911 okazanuce
ahpexmusnviMu U NPeoCmasiAm  coool  NOOXOOAWYVIO  AIbMEPHANMUBY

Kapoamazenumy**,

Cucmemnwiii memaananus[277], exmouarowuti 65 PKH, 6 komopuiti 6owen ananus
uUcnov3osanus  aesemupayemama*®, — namompuodcuna,  okckapbaszenumna**,
monupamama™®*, eanvnpoesoll Kuciomol** ycmanosun, umo Oauuvle 11911
A6AAI0MCAL dPpexmueHbiMu 01 HAYATbHOU MOHOmepanuu y e3pocavix. 11911 ne
0eMOHCMPUPOBANU HUKAKUX NPUSHAKO8 NPEeBOCX00CMEA Ul HeNOJIHOYEHHOCHU NO
cpasHeHuro ¢ KapoamazenuHom**, ~Komopwlli cuumaemcsi CMaHOAPMHBIM

JevyerHuem ¢OKCUZbH0MV Anujilencuu.

B panoomuszupoeannom xaunuueckom uccieoosanuu [278] nokazamo, umo
aaxocamuod** cpasnum no KiuHuyeckou d¢pexkmusnocmu ¢ kapoamazenuHom** y

OOIbHBIX C enepebvle OMCIZHOCI’I’ZMPOGCIHHOIZ nunencuell.

Coenacno pezyrbmamam cucmemamuyeckoeo obzopa [279], nem 00HO3HAUHBIX
00KaA3amenbcme, HA  OCHOBAHUU — KOMOPHIX — BO3MOJICEH — 8blOOD — MedHCOY
Kapoamaszenunom™** u eanvnpoesou xucromou**. B pabome 63amvl maxue
Kpumepuu Kax «epems. 00 ommenwt 1I911» (yoeporcanue na mepanuu), «pemuccus

Ha npomsidcenuu 12-wecsayesy, «epems 00 nepsozo npucmynay. Ilo pezyromamam



uccnedoB8anus noomeepaicoaemcs PpeKomMeHOayusl UCNONIL30BAHUS
kapbamazenuna™** ¢ kauecmee 1311 nepsoco evibopa y nayuenmos ¢ hoxaibHoU

Snunencuell.

Ilpu cpasnumenvuom ananuze xkapoamazenuna** u monupamama™* [280] Oviiu
noJlyYyeHsbl OaHHble, 4mo Kapoamazenun™** c menvuiell eeposmuHocmvio Oydem
ommenen u umo 12-mecsaynasn pemuccusi Oyoem O0OCMUSHYMA paHvuie, Yem npu

npumeneHuu monupamama**,

Cucmemamuueckuti 0630p 13 PKU [281], cpasnusarowux xapbamazenun™* u
amompuoxcut, noxaszan, yumo ooa II3Il & xauecmse monomepanuu A81AIOMCS
agpexmuenvivu 6 neyeHuu GokanvHuix Gopm snunencuu. Bpems npexpawenus
npuema («yOepacanusiy)  paHvule  HACMynaia — npu  MOHOmMEpPanuu
kapbamazenunom™*. Haubonee pacnpocmpanennas npuvuma npexpaujenue
npuema — nobounvie s3¢ppexmol: 6 51% y xapoamazenuna™** om obwezo uucna
cayuaes ommeHnvl npomus 36% y namompuodxcuna. Bmopoii npuuunot ommeHbl
npenapama Ovll  peyuoud npucmynosé Ha ¢one neuenus: 8% nayuenmos
npunumMarwux — Kapoamazenun®* u  15%  namompuoocun.  Ilonyuennvie
Dpe3ybmamvl MaKm#ce C8UOemelbCmayIom 0 mom, Ymo peyuous npucmynos nocie
Ha4ana nedeHusi 1aMOmMpPUONCUHOM MOHCEM NPOUZOUMU PaHblle, YeM NPU JleYeHuu
KapoamasenuHom™**, a pemuccus npucmynog 6 meyeHuu 6 MecsAyed ModHcem

npoU3oUmMuU panvbule Ha Kapoamazenun™*, vem Ha 1AMOMPUONCUH.

B npocnexmuenom 0sotinom-cienom panoomusuposanHom ucciedosaruu [282]
OBl NOKA3aH KEUBANEHMHbL dpexkm nesemupayemama™™* u kapbamazenuna™*
01151 OOCMUIICEHUsL DEeMUCCUU NPUCMYNO8 NpU 6nepsvie OUAcHOCMUPOBAHHOU

GoxanvHoll dnuiencuu.

Ooun u3 66160008 Hayunou epynnvl ucciedoganus «KOMET» enacum, umo
mepanusl esemupayemamom™* ne npesocxooum neuenue kapoamazenuHom ™ * u
JIAMOMPUONCUHOM 8  CMAHOAPMHBLIX  003aX Y NAYUeHmos ¢  Bnepevle

ouacHocmuposaunou snunencuei [283].



B nposedennom uccnedoosanuu cmanoapmuoix u noswix 11311 (Standart And New
Antiepileptic Drugs, SANAD) ¢ yuacmuem nayuenmos ¢ pokanvhoul snuiencueil (n
= 1721) cpasnusanrace >¢dexmusnocmes rapbamazenuna**, ecabaneHmuna,
JAMOMPUONCUHA, — OKcKapbOazenuna™™*, —monupamama™* (npocnexmusnoe, 6
NapanienbHulX  2PYNNax, OmMKpulmoe, pPaHOOMUSUPOBAHHOE UCCIe008aHUe 8
YCIOBUAX PealbHOU KIUHUYECKOU npakmuke 6 meuenue 12 mec., ¢ mouku 3peHus
e8pemenu 00 KOHcmamayuu omcymcmeue 3dgpgexma mepanuu) [284].
Jlamompuooxcun no KiuHuyeckou 3phekmusHocmu 3HAUUMenIbHO NPeBoCxX00Ull
Kkapbamazenun®* u oxckapoazenun™®*, komopwvie 6 c8010 0uepedb 3HAUUMENbHO
npegocxoounu 2abanenmur u monupamam™**. Omu pasznuuusn 6 3¢ghghexmusnocmu
coxpansanucy 6 meyenue 6 nem. C mouku 3peHus nepeHoCUMOCMU IAMOMPUONCUH
U eabaneHmuH 3HAYUMEAbHO NPeBOCXO0ulu  OKcKapbazenun™*,  komopwii

3HAYUMENbHO NPEBOCX00Ul Kapoamazenun™* u monupamam **,

Unmepecnvim ssnsemcs Hayuuvlii nooxoo oyewxu s@pgexmusnocmu [1911 npu
paznuunvlx munax npucmynos. B 2013 2. akcnepmuas epynna MIIDJI evinycmuna
0030p 9¢hghekmusHoCmMU HAYATLHOU MOHOMEPAnuu y NaAyueHmos ¢ HeOd8HO
OUACHOCMUPOBAHHLIMU — UMY  HEJIeYEHHBIMU — PASTUYHBIMU  DNULENMUYEeCKUMU
npucmynamu u 08yms snuienmudeckumu cunopomamu [285]. Pesynomamuol Ovliu
ocHosanvl Ha 64 PKU u 11 memaananusax, 3aeepuienuvix 3a nocieonue 72 200a.
Aemopvl npuwinu K credyrowum 8ble00amM NO YPOGHAM O0KA3AMENbHOCMU OJls
83POCIOU  KO20pMbl NAYUEHMOB. 63POCIble C  (DOKATbHLIMU NPUCTIYRAMU —
aghhexmusnocms ~ YCMaHoBIEHA: Kkapoamazenun**, neeemupayemam **,
Gpenumoun™*, 30nHucamud; eeposimuo 3Iphexmusen: eanvnpoesas Kucioma**;
B03MOJCHO  d(hhexmusen: 2abaneHmuH, JIAMOMPUONCUH, OKCKaApOazenuu™**,
Genobapouman™*, monupamam**; nomenyuanvHo s¢ppexmueen.; Kiornazenam**,
NPUMUOOH, NONCUNblEe 00U C DOKATbHLIMU NPUCMYNnamu — 3@ghekmueHocmy
ycmanogniena: 2abanenmun, 1aMOMpUONCUH, epossmuo d¢gexmusen: nem I1311;
B03MOJCHO  3phekmuegen: kapbamazenun™*; nomenyuanroHo 3Ihhexmusen:

monupamam**, ganonpoesas kucioma™*.



Asmopwvl cucmemHo2o 0030pa, oyeHusaswux 3¢@exmusHocms KiloHazenama**,
NpUWIU K 861600y 00 OMCYMCMBUU 00OKA3AMENbCME OJisl PeKOMEHOAYUU OAHHO20
IIDII e3pocnvim nayuenmam ¢ @QOKAIbHOIMU DOpMAMU INULENCUU 8 Guoe

monomepanuu [286].

PexomenayeTcsi HAUMHATH JICYCHUE Y MOKWIIBIX MalMEHTOB (cTapiie 65
aer) ¢ QoxkanpHOU dopmoi dmwiencur  (HOKATFHBIMU  AMUAJIECHTHYCCKUMU
npuctynamMu c/0e3 HapylleHus CO3HaHUS, C OwuiaTepaibHbIMU TOHHKO-
KJIOHWYECKUMHU C (POKaJbHBIM JEOI0TOM) ¢ JieBeTUpalleTamMa™*, JJaMOTpUIPKUHA B

BHJI€ MOHOTEPAIIUH C LI€JIbIO TPEKPAILCHHS TPUCTYTHOB [287].

YpoBeHb yOeAuTeIbHOCTH peKoMeHaauui A, (YpoBeHb JA0CTOBEPHOCTH

JA0KAa3aTeJIbCTB — 1),

KommenTapum: [lokazana ayuwias NnepeHOCUMOCMb  (MeHbas — 4acmoma
noboynvlx 3¢hghexmos) y nesemupayemama™**, ramompuodicuna, 2abaneHmuna 8
cpasnenuu ¢ kapoamasenunom™** y noowcunvix nayuenmos [287, 288]. Ioocunvim
NAYyueHmam ¢ y4emom CHUNCEHUS] (DYHKYUU NOUeK, HAKONAEHUU KOMOPOUOHbIX
3a60ne6anull, CONYymcmaeyroujeti mepanuy peKomeHoyemcs HayuHams mepanuro ¢
bonee nuskux 003 1911, svioupame bonee Huskut memn mumpayuu. Heobxooumo
makoice y4umsl8ams 803MONCHOE papmakokuHemuyeckoe g3aumooeticmeue 11911

c dpyewwu npenapamamu, noaydaemvbimMu nayuermom.

Jlamompuoscun u nesemupayemam™* aensromes 6onee npeonoumMumenbHbIMu no
CpasHeHuro ¢ KapoamasenuHom™** y noodxcunvix nayuenmos ¢ GoxanbHbiMu
Gopmamu snunencuu nO NpUYUHE UX JyHulel NepeHOCUMOCmU U HeDONbULOU
geposmHocmy  (PaApMaAKoKUHemu4yeckoeo  83aumooelcmeus ¢ Opyeumu

npenapamamu [287].

PexomenayeTcst HAUMHATD JICYEHUE Y MMOXKUIBIX MaUEHTOB (cTapuie 60
aer) ¢ QoxkanpHOU dopmoii dmwiencur  (HOKATFHBIMU  AMUJICOTHYCCKUMU

npucTynamMmm c/0e3 HapyIlleHUs CO3HaHMsS, ¢ OwilaTepallbHBIMH TOHHUKO-



KJIOHUYECKUMHU ¢ (OKAIBHBIM J1e0I0TOM) ¢ rabarneHTHHA B BHJIE MOHOTEpAIUM C

L[EJIbIO TTPEKPAICHUS TPUCTYNOB [288].

YpoBeHb yOeauTeJbHOCTH peKoMeHAauuil A, (YPOBeHb [I0CTOBEPHOCTH

A0KAa3aTeJbCTB — 2).

Kommentapumn: [ abanenmurn no aghghexmusrnocmu CPABHUM c
KapoamazenuHom™** u Jnyuwe nepemocumcs y nayueHmos cmapuie 60 nem c
enepsvle  OUACHOCMUPOBAHHOU  (oxanvHou  snuinencuetl.  Ilpumenenue
eabanenmuHa NPuUBOOUM K YPENCeHUl0 yacmomsl HPUCYNO8 V NAYUEHMO8

cmapute 60 nem [288].

Buwibpae npenapam, epau Oondcen HazsHauumsv UHOUBUOYAILHYIO IDHeKmusHyo
003y. [loza I[I3I] nocmenenno noeviuiaemcs (CO2IACHO cxeme mumpayuu) 00
OOCMUIICEHUsT PEeMUCCUU  NPUCMYNO8 UNU NOsGIeHUs NOOOUHbIX d¢hghekmos.
IIpeonoumumenvnol pemaponvle Gpopmul 11911, komopwvie modxcHo npunumams 1 -
2 paza 6 cymKu, ymo nosvluidem KOMIJIAeHMHOCMb nayuenma K aedenuro. Kak

npaeuno, Ino 11211 nosoeo u noseuiue2o nokoieHus.

Tonvko nocie docmudicenusi MAKCUMAIbHO NEePEeHOCUMOU O03bl U OMCYMCIMGUS
nayuenma pemuccuy NPUCMyno8 MOMCHO 2080pumv o Heapgpexmusnocmu 11911 u
naanuposams 3ameny na I cnedyroweli ouepedu 6vibopa 6 8ude 8MOPUYHOU
MoHomepanuu b0 nepeumu K PAYUOHANLHOU  noaumepanuu.  3HaHue
mexanuzmos Oeticmsus 11911 npuobpemaem naubonvuiee 3Hauenue npu 6vibope
npenapamos 01 KOMOUHUPOBAHHOU mepanuu. B nacmosiwee 8pems y s3xcnepmos
Hem 0OHO3HAYHO20 OMEema HA 60NPOC «KOMOUHUPOBAMb UNU 3AMEHAMbY NOCie
nepeotl HeyoayHou moromepanuu. B yerom npunsamo cuumams, umo 3amena IO
bonee yenecoobpasHa npu NIOXOU NEPeHOCUMOCIU U MAnoU IPGexmuenocmu
nepeoco npenapama, 8 mo 6pems KaK payuoHaIbHAS NOIUMEPANUs 803MONHCHA 8
cryyae xopouteti neperocumocmu nepgozo IIOIl, Ho HedocmamouHou e2o

aghghexmusnocmu.



H3zeecmuvie mexanuzmwl OGMVCWIGM}Z, HA4djlbHble U cpedﬂemepaneemuqecmte 003bl

1IDI1, cxembr mumpayuu 8 COKpaueHHOM 8UOe YKA3aHblL 8 NPULoHceHUU NoA3.

3.1.1.1.2. JleueHue BriepBBIE NUATHOCTUPOBAHHON T'€HEPATU30BAHHOM SIHUIICTICUU

(reHepann30BaHHBIX MPUCTYTIOB)

B Poccum mnpm reHepanuM30BaHHOM JSNWIENICMM B PEXUME MOHOTEpAIINH
pa3pelieHsl K MOpUMEHEeHHIO: OeH300apOuTtan™™®, BambpmpoeBas KuciaoTa™*™*,
Kapbamazenuu™**, kimoHazemam™*, TaMOTPUIKHUH, OKCKapOazemuH™*, mpUMHJIOH,

tonupaMar™**, denuroun™**, henobapouTaT**.

Haubomee gacto I'CHCPAJIN30BAHHBIC q)OpMI)I SIMUIICIICUHA I[C6IOTI/IpyeT B ICTCKOM H
IMOAPOCTKOBOM BO3pPaACTC. ((TC?)I/ICBI-pCKOMCHI[aHI/II/I» I1I0 JICHCHHNIO JAaHHBIX (I)OpM

OyIyT MpeACTaBIEHbI B COOTBETCTBYIOLIEM pa3Jelie.

PexomenayeTcst HAUMHATH JIGYEHHE Y  B3POCHBIX  MAIMEHTOB C
TCHEPATM30BAHHBIMU  (pOpMaMH  SMWICTICHA (C TEHEPATM30BAHHBIMU TOHHUKO-
KJIOHUYECKUMHU TMPHUCTYNIaMHU) C BaJbIIPOECBOM KHCIOTHI**, KapOamazemuHa™*,
JaMOTPHUIKUHA, OKcKapOazenmuHa™*, Tonupamara™*, dbenuTonHa™**,

dbenobapOuTana** B Buje MOHOTEPANHUH C IEJIbIO MPEKpaIeHUs IPUCTYIOB [275].

YpoBeHb yOeauTeJbHOCTH pekoMeHAauuil A, (YyPOBeHb J0CTOBEPHOCTH

A0Ka3aTeJabCTB — 1).

KommenTapumu: /[numenvHoe 8pems npenapamom 8vl00pa npu 2eHepaiu308aHHbIX
Gopmax snunencuu (2eHeparu308aHHbLIX NPUCMYNAX) CYUMATUCL NPenapamol
sanvnpoegoli  kuciomol**.  BvicokokauecmeenHvle OanHvle 0030pa  [275]
PAHOOMUBUPOBAHHBIX KOHMPOJIUPYEMBIX UCCAEO08AHUN MOHOMEPANUU Y 83POCIIbIX
C 2eHepanu308aHHbIM HAYAIOM MOHUKO-KIOHUYECKUX NPUCMYNo8 (C Opyeumu
2eHePANU308AHHLIMU  TMUNAMU NPUCMYNO8 UIU 0e3 HUX) Hnoomeepicoarom
UCNONIL30BAHUE BAILNPOEBOU KUCIOMbL** 6 Kauecmee nepeoli TUHUU JleYeHUs, HO
ApU IMOM OEMOHCIMPUPYIOM, YMO JIAMOMPUONCUH U legemupayemam** (coenacno
UHCMPYKYUU — A8IAeMCA  CPeOCmeoM  OONOJTHUMENbHOU — mepanuu  npu

2eHEePANU306AHHBIX NPUCMYNAX) MO2ym Oblmb HOOX00Awel albmepHAmueou



sanbnpoesoll Kuciome**. Omo ocobenHo 8adcHO 0l JHCEHWUH C 0emopOOHbIM
NOMeHYuanom, O0jisi KOMopwvlx 8aibnpoesas Kucioma™* ne seusemcs npenapamom

6bl60pa U3-3a ee 8blCOKOU mepamoceHHoCnu.

Jlamompuooxcun  umeem  CpagHUMYIO  KIUHUYECKVIO  dpgexmusnocms ¢
KapoamazenuHom™** 6  omHoOweHUU NepeUYHO-2eHePAIU308AHHBIX  MOHUKO-

KIOHUYeckux npucmynos [282].

B PKU sanvnpoesas xucioma™* nyyue nepenocunaco, wem monupamam**, u
ovina bonee >phekmusHoll, yem 1AMOMpPUONCUH. Aemopamu coenran 8bl800, YUMo
sanbnpoesas Kucioma™** donxcna ocmasamuvcs npenapamom nepeozo 8vloopa 0is
MHO2UX NAYUEHMO8 (npedicoe 8ce2o, TUY MYHCCKO20 NOAad) C 2eHepantu308aHHbIMU
snunencuamu. OOHAKO U3-3a NOMEHYUATbHBIX NOOOUHBIX IheKmOos 8anbnpoesou
Kuciomol** ee ucnonvzosauue ciedyem O02paAHUYUMb ) 0€B0HEeK U IHCEHUJUH
PENPOOYKMUBHO20 B803pACMA, 3a4 UCKIIOYEHUeM mex clyyaes, Koz20a opyaue

Memoovl He d¢hpexmushbl unu npomusonoxkazamwl [284, 289].

B cucmemnom  0630pe, ucciedyrowum  dhhexmusHocms  MoOHOMEPaAnuu
monupamamom** y nayuenmos ¢ OHOULECKOU MUOKIOHUYECKOU dNuilencuet, He
ObLIO CYWeCMBEeHHbIX pa3iuyuil 8 d¢hgexmusnocmu mexncoy monupamamom™* u
8a1bNPOEBOL KUCIOMOU™™ y nayueHmos, omeemuuiux Ha JeYyeHue CHUNCeHUeM
KOIUYeCmea  MUOKIOHUYECKUX Ul  NePBUYHO-CeHEPATU308AHHbIX — MOHUKO-

K1oHU4eckux npucmynog na 50% u 6onee [290].

Mmuenue o mom, umo eanvnpoesas kucioma™** npesocxooum kapoamazenun™** npu
2eHepANU308AHHBIX ~ MOHUKO-KIOHUYECKUX  HNpUcCmynax 8 cmpyKkmype

2EHePaNU308aAHHOL dNULENCUU, HE NOOMBepICcOaemcs SImumu Oaunvimu [279].

Coenacto cucmemuomy o63opy MIIDJI (64 PKU u 11 mema-ananuzos) umeemcs
creoyrowas 00Ka3amenvHas IP@OEeKmueHoCms  HAYAILHOU MOHOMEpPanuu y
NAYUeHmos ¢ 2eHepaIu308aHHbIMU NPUCIYNAMU: Y 83DOCAbIX C 2eHePaNU308AHHIM
HAuanom MOHUKO-KIOHUYECKUX NPUCMYNO8 — OOKA3AHHAS IPDEeKMUBHOCMb: Hem

1IDII; seposmuasn >¢ppexmuenocms: nem I1II1; 6o3modicnas >¢ppexmusnocms:



Kkapbamazenun™®*, — namompuodcud,  okckapbazenun®*, — penobapouman**,
Gdenumoun™*,  monupamam**,  eanvnpoesas  kuciroma**; —nomenyuanvHas
agphexmusnocms.:  cabanenmun,  nesemupayemam**;  Ona  nayuewmos ¢
IOHOULECKOU MUOKIOHUYECKOU dnuiencueli. 00Ka3aHHas 3Q@exmuenocms — Hem
11211, seposmuas s¢ppexmuenocme — nem 1311, 6o3modncHasn 3¢gpgpekmusHocms —
nem [IDII, nomenyuanvnas >¢gexmuenocme — monupamam™*, eanvnpoesas
kucroma**  [285].B  osmom  oice  0030pe  YKA3aHO,  UMO  CO2NACHO
HEPAHOOMUZUPOBAHHBIM — KIUHUYECKUM — UCCAe008aAHUAM — Kapoamazenun™*,
eabanenmut, okckapoazenun™*, genumoun™* mocym acepasuposame abcancHvle
U MUOKIOHUYECKUe NPUCYNbl, d 68 HEeKOMOPbIX CAYYAAX U 2eHepanu308aHHble
MOHUKO-KIIOHUYecKue npucmynsi. Mmeromes oanuvie 0 mom, ymo AamMompuoICuH

MOdHCem azzpasuposams MUOKIoHuYeckue npucmynst npu FOMDO.

Knunuueckux uccnedoosanutl, oyenHusarowux 3@@HeKmusHOCms/nepeHocUMOoCcnsy
KIOHA3enama™*, npu 2eHepanu308aHHbIX DNULENCUSX Y B3DOCIbIX NAYUEHMO8 8

8U0e MOHOmMepanuu Hem.
3.1.1.2. Jleuenue papMakope3UCTECHTHOMN MUIICTICUN

BBenenne. ®apmakopesuctentHas smwiencust (OPD) — dopma 3aboneBanus, npu
KOTOpOI TIPUCTYIIBI MIPOJIOJDKAIOTCS, HECMOTPSI Ha aJIeKBATHYIO
MPOTUBOAMUIIENTHYECKYI0 Tepanuto aAByMms [IDI1 B Bume MoHoTepanmuu WM B
koMOuHanuu. Jlons 6onsHbIX ¢ @PD Bapsupyet ot 20 10 30%. [lepen koppekuuen
JedeHHs] HEOOXOMMO YOSIUThCS B OTCYTCTBUU TICEBIOPE3UCTEHTHOCTH, KOTOpas
yalie BCEro CBA3aHa C HENPAaBWIbHBIM JIMATHO30M, HENPABUIBLHO BBHIOPAHHBIM

I1311 nnu ero 103011, MI0X0OM KOMINIAGHTHOCTBIO TTAIlMEHTAa K JICUSCHHIO.

Tonbko mnpu HemocTaTouHOM A(P(PEKTUBHOCTH  MPABUIBLHO  OJO0OpAHHOU
MOHOTEpanuu  BO3MOXKHA  mnonutepanusa. Kak  mpaBuio,  moauTepanus
nejecooOpasHa Tocie HE MEHEee YeM JBYX MOCIeJ0BATENIbHBIX TOIMBITOK

IIPUMEHEHMS IIPENApPATOB B PEKUME MOHOTEPAIIH.



B coorBeTcTBUM € OOLIECNPUHSATHIM MHEHHMEM, IpPHU MPOBEACHUM MOJUTEpANUU
cinenyer komOunupoBath [IDI1 ¢ paznuyHbIMM MexaHU3MaMH JEHUCTBUS, YTOOBI
MOBBICUTh 3(PHEKTUBHOCTh W H30€KATh YBEIWYCHUS PHCKAa BO3HUKHOBEHUS
HeXeJlaTeabHbIX sBJIeHui. B cBsi3u ¢ OombimuM BeiOopom [1DI1 npu nmepexose Ha
MOJIUTEPATHIO HE0OXO0 MO YUYUTHIBATh (hapMaKOKHHETHYECKHE u
dbapmakoguHAMUYECKUEe OCOOEHHOCTH HasHadaembix [IOII, T.e. peur umer o

palMOHAIBLHOM TTOJIUTEPAIIUH.

PexoMeHnyeTcsi HallpaBisATh B3pPOCIBIX MAIMEHTOB C YCTaHOBJIEHHON
dapmakopesuctenTHOCTRI0O  (DP) B snmnentonoruyeckuii  MEHTP WU B
CHEIUAIN3UPOBAHHBI HEHPOXUPYPIUUECKUN LIEHTP Uil KOHCYJbTAllMd Bpayda-
HEUpOXUpYpra ¢ UEIbI0 PEIICHUSI BOPOCA O BO3MOKHOCTH HEHPOXUPYPIHUUECKOTO

JeueHus snuiencuu [373].

YpoBenb yoOeaurTeabHocTH pexoMeHaanuii C (YpoBeHb /J0CTOBEPHOCTH

A0KA3aTeJabCTB — 3).

I PeKOMeHHyeTCﬂ Ha3HaueHHE Kiio0a3amMa B  KaudecTBE ,Z[OHOJIHI/ITCJIBHOﬁ
TCpali B3POCJIBIM IMAUCHTAM C SHNWICIITUYCCKUMH HPUCTYyIIaAMH JF000r0 THIA

npu (HapMaKOpE3UCTECHTHOM MUIICTICUU C TeJbI0 JieueHus snuencuu [330].

YpoBeHb YOeAUTEJIBLHOCTH PpeKoMeHAanmuii A (ypoBeHb J0CTOBEPHOCTH

A0KAa3aTeJbCTB — 1).

Kommenrapuu: krobazam 3apecucmpuposan 6 PD ¢ 2020 2. Hensemcs
npenapamom — mpembvell  ouepeou  6vlbopa 8  JeHeHuu - INUIEeNnCuu

(npeumywecmeenHo Gapmaxkope3ucmeHmHol).

Jlhyuwe nepenocumcest, yem kionazenam™* (menvue cedamusHwlll 3¢ghghexm), Kk Hemy
pedce, uem K KIOHazenamy** passueaemcsi npusvlkamue ¢ UCMOWEHUEM
agppexma. Ommena npenapama, makdice Kax KloHazenama™**, 0oaxicHa Ovimo

MeONeHHOU, Umobbl uzdexcams CUHOPOMA OMMEHDL.

ePexoMeHyeTCs BBEICHUE 3alllEYHOTO pacTBopa fmumazonama B go3e 10 mr

B3POCJIBIM IIaUCHTAM IIPH BO3HHUKHOBCHHH KpHSHCHOﬁ CUTyallui C pPa3sBUTUCM



CyZIOpOT MPOAODKUTENIHOCTRIO 00Jiee 5 MHUHYT C UEIbI0 MX KyNUPOBAHUS U

npodUIaKTHKU SITUICITHYECKOTO cTaryca [434, 547].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

JI0KA3aTeJIbLCTB ).

ePexoMeHyeTCs BBEICHUE PEKTAILHOTO pacTBopa #rnmasenama B go03e 10 mr
B3pOCJIbIM TAIMEHTAaM MpPHU BO3HMKHOBEHWU KPU3UCHOW CHUTYyallUd C Pa3BUTHUEM
CYZIOpOT TPOJOJDKUTENIHOCTRIO 0oJiee 5 MHUHYT C II€NIbI0 MX KYNHpPOBaHHUS U

poUIaKTUKH MHICTITUHYECKOTo cTtaryca [434].

YpoBenb yoOeauteabHOCTH PpexkoMeHaauuid C (ypoBeHb J0CTOBEPHOCTH

JA0KAa3aTeJIbCTB 5).

Kommenmapuu: pexmanvruolii pacmeop #Houazenama u 3aWedHbl  pPAcmeop
#muoazonama exmouenvt BO3 6 munogou cnucox OCHOBHLIX 1eKAPCMBEHHbIX
cpeocmes na 20212, pekomMeHO08aHHbIIL 8ceM CIMPAHAM UMEMb KAK MUHUMALbHBLUL 6
Habope MHCU3HEHHO BAadiCHbIX deKkapcmeg y demell u e3pocivix (WHO Model List of
Essential Medicines — 22nd List 2021). Ouenv uacmo Oannvle nekapcmeeHHble
npenapamvl HA3HAYAIOMCSA NAYUEHMam C OSnulencuel, Komopwvie NpUHaAHbl
HYHCOQIOWUMUCS 8 NATIUAMUBHOU MEeOUYUHCKOU nomowu. [lemu, noayuaroujue
NAITUAMUBHYIO  MEOUYUHCKYI0  NOMOWb, KOMOPbIM — HA3HAYEHbl  OuUd3enam
PEKMANbHblil U MUOA30IAM  3AWEUHbl, OO0NNHCHbI  UMEMb  B03MONCHOCHLb
NPOOOJIHCUMb NOOOOPAHHYI0O Mepanuto U nocie docmudicenus gospacma 18 nem,
m.e. O00JICHA COONOOAMBCS NPEeMCMBEHHOCHb MedHcOy OemCKoU U B83pPOCiou

SNUIENMONOSUYECKOU CYHCOOIL.

3.1.1.2.1. Jleuenue dapmakope3ucTeHTHOM  (OKATBbHON  dmuiencuu  (c
(b oKanbHBIMU pUCTYIIAMU ¢/0€3 HapyIIeHUs CO3HAHUS, OnlaTepabHBIMU TOHUKO-

KIIOHUYECKUMU ¢ (DOKAITLHBIM JEOF0TOM)

PexoMeHayeTcsl Ha3HA4YaTh B Kaye€CTBE JOMOJHUTEIBHOTO CPEACTBA Y
B3POCTBIX TAIMEHTOB ¢ (hapMaKOpe3UCTEHTHOW (HOKAIBHOM  SIHiIercruei

(poxanbHBIMM SNMUICITUYECKUMHU TMPUCTyNaMU ¢/0e3 HapylleHHsl CO3HaHUSs, C



OounaTeparbHBIMU TOHUKO-KJIOHUYECKUMU c (hoKaTbHBIM ne00TOM):
OpuBapaneramM™*,  BaJbIpPOEBYIO  KHUCIOTY**,  rabGameHTWH, 30HUCAMM]I,
JaKocaMuI**, TaMOTPUIKUH, JIeBeTUparieTaMm™**, okckapOaszenuu™*, mepammnanen,

nperadaimH**, TonupaMar™*, ¢ 1e1bp0 MpeKpalieHus npucTymnos [292, 293, 294,

295, 528].

YpoBeHb YO0eIMTEJBbHOCTH peKoMeHAanuili A (YpPOBeHb [J0CTOBEPHOCTH

A0KAa3aTeJbCTB — 1).
Ocnukapbazenus [295].

YpoBeHb yOeauTeIbHOCTH pexkoMeHaanuid B (ypoBeHb J10CTOBEPHOCTH

0KAa3aTeJIbCTB — 2).

KommenTtapumu: Ilo pesyromamam 601vui020 cucmemuozo 0030pa ¢ Mmema-
AHANUZOM [292] ons BbIABNEHUS u CcpasHeHust npoguns
agpgpexmusnocmu/nepenocumocmu 11 1911 noxazano, umo 6ce npenapamul OvLIU
aghhexmusnee, uem nuayedo, 6 kavecmee oonoaHumenvhozo I[I2I1 k bazosou
mepanuu ¢ pedykyuetl npucmynos 6onee 50%. Memaananuz nokazan, wmo
nesemupayemam™**, eanonpoesas kuciroma**, ecabanemmun umeem JjyuuLee
couemanue NO  KPAMKOCPOUHOU  Ipdexmusnocmu U NEPEeHOCUMOCHU.
Oxkckapbazenun™* xoms u Ovln cmob dce dhpexmusen, nepeHoCUscs xyxce, vem
smu mpu IIDOI1. Ocmanvuvie 1211 - monupamam™*, 3onucamuo, npecabanun™**,
JIAMOMPUONACUH, TIAKOCAMUOT* 0eMOHCMPUPOBATIU MEHBULYIO KPAMKOBPEMEHHYIO

aghpexmusnocms u NEPeHoCUMOCHb.

Kapbamazenun™®*, genumoun™*, penobapouman™** mnoeue Oecamuiemus
UCNONIL308AIUCH 8 Kauecmee ocHO8HbIX T1DI1 y 6onbHbIX ¢ (hoKkanvbHOU Snunencuet
6 eude monomepanuu. He cmomps Ha mo, umo  omcymcmeyom
PAHOOMUBUPOBAHHbIE — KIUHUYECKUe  UCCNe008aHus,  ompadcarowue  uUx
aghpexmusnocmev 6 Kauecmee OONOJHUMENbHOU mepanuu npu  HOKAIbHbIX
GdapmakopesucmeHmHbIX SNULENCUSX, NO MHEHUIO a8MOpPos, UX HA3HAYeHUe

A6151emcst 000CHOBAHHBIM.



PClHOOMLBMpO@ClHHblx KIUHUYECKUX MCC]Z@@OBCIHI/HJ, ompastcaromux KiIuHU4YeCcKyro
3¢¢€KMM6HOCWZb U NepeHocumocntb KioHaszenama 6 Kavecniee OONONHUMENIbHO20

1IDI1 y 83pocnvix nayuenmos ¢ poxanvuvimu popmamu snunencuu, Hem [296].

Ilpumenenue mpex u 6onee IIDI1 moocem Ovimb ocywjecmseieHo UL 8
COUHUYHBIX CAYYAAX NPU DE3UCMEHMHBIX QOpMAX dNULENCUU U OOAHNCHO OblMmb

CMpPo2o ap2ymenmupo8aHo.

3.1.1.2.2. Jleuenue ¢apMaKOpPe3UCTEHTHON Te€HEPATM30BAHHOW AIUJIETICUU

(reHepann30BaHHBIX MPUCTYTIOB)

PexomMeHayeTcsl HA3HAYATh B Ka4eCTBE JIOTIONIHUTEIBHOTO CPENCTBA Y
B3POCJIBIX MAIIMEHTOB ¢ (papMaKOpe3UCTEHTHOH T'eHEepalIn30BaHHOW SITUIICTICUEH
BaJBIPOECBYIO KHUCIOTY** JaMOTpUDKMH, JeBeTHpaneTam™**, mepammnaHem™*,

TonupamMaT** ¢ [ebI0 IpeKpaleHus MpUcTymoB [297, 324].

YpoBenb yOenuteJbHOCTH pekoMeHaanuii B, (ypoBeHb JI0CTOBEpHOCTH

A0Ka3aTeJbCTB — 1).

Kovmmenrtapuu: /lpu Gapmaxopezucmenmnocmu v nayueHmoe c
UOUONAMUYECKOU 2eHePAlU308aHHOL dNULENCcUell BO3HUKAIOM ONpeoeNéHHble
npoobaemvl ¢ evioopom IIII1. Cywecmeyem mano I[1311, nuyenzupogannvix 0as
JleyeHusi OaumHvlx opm. Banvnpoesas kucnoma**, nokazaswias 6biCOKYIO
agpexmusnocmv  npu  6cex  2eHepaIU308AHHBLIX  NPUCMYNAX,  OCMAemcs

npenapamom nepeoi ouepeou 6b160pa OJisl IUY MYHCCKO20 NOd.

B ocnose me3uca-pexomenoayuu nexcum nepewviti cucmemHvll 0030p u mema-
ananuz PKU [297], 6 komopuix cpasnusanucsy 1311 ¢ niayebo u opye ¢ opyeom
npu  apmaxKope3ucmeHmHol  eeHepanu3oeannou  snunencuu.  OyeHusanu:
cHudcenue npucmynog Ha 50% u 6onee, oocmudicenue pemuccuu npucmynog u
nobounvie 2¢ppexmol ucnonvzyemvix 11911, Imom mema-ananuz uinocmpupyem,
ymo 6ce npoauanusuposantvle 11911 dokasviearom ceoio I¢ppexkmusHocmos npu
Gapmaxope3ucmeHmHol 2eHepaIu308aHHou dnunencuu. Jlannvle o0 GAUAHUU

nepamnanelad Had MUOKJIOHUU u abcarncol omcymcmeyroni.



3.1.1.3. Jleuenue npu HEYTOYHEHHOM dbopme SNWJICTICUH

(Henud epeHImpPOBaHHBIX MPUCTYIIAX )

HpI/I HCBO3MOXXHOCTHU Bpada ONpCACIUTHCA q)OKaJ'IBHaH WJIM T'CHCPAJIUM30BaHHAA
(I)opMa SIIWJICTICMM Y IalMCHTA YCTAHABJIMBACTCA JHAIHO3 - HCYTOYHCHHAA
snuierncus. B atom ciydya€ PEKOMCHAOBAHO HA3HAYCHHC IIDIT ¢ HIUPOKUM

CIIEKTPOM JIEUCTBHSI.

PexoMeHayeTcs Ha3Ha4yaTh B3POCIBIM MAlMEHTAM C HEYTOYHEHHOU
dbopmoit  snmnencun  (HeauddepeHIIUPOBAHHBIX  MPUCTYIAX)  BaJIbIIPOCBYIO

KHCJIOTY** ¢ 11eJIbI0 TIpeKpalleHus npuctymnos [284, 298].

YpoBeHnb yOeauTeIbHOCTH pexkoMeHaanuid B (ypoBeHb J10CTOBEPHOCTH

A0KA3aTeJIbCTB — 2).

KomMmenTapum: ganvnpoesas kucioma** npeonacaemcsa 6 kauecmee nepeou
JIUHUU O/ NAYUeHMA, Ybl NPUCTYNbL MPYOHO KIACCUDUYUPOBAMb KAK (POKATbHbIE
UNU 2eHepanu308aHHble 6 Hauade ledeHus, ¢ Y4emom npeonoiazaemozo wupoKo2o
cnekmpa Oeticmsus 8aibnpoesoli Kuciomol**. Banonpoesas xkucioma™* nyuwe
nepeHocumcsi, wem monupamam** u obonee s¢ppexkmusna, yem AAMOMPUONCUH.
Banvnpoesas kucnoma™* oonocna ocmasamuvcs npenapamom nep8ozo ebloopa OJisl
MHO2UX NAyUueHmos ¢ HeymounenHou snunencueti. OOHaKo, u3-3a NOMEHYUATbHbIX
HOOOUHBIX  2heKmos, BbICOKUX MEPAMOLeHHbIX PUCKO8 OM  HA3ZHAYEHUs
8a1bNPOEBOL KUCIOMbL** Y 0eouex u dHceHwuHn 0emopooHO20 803pacma ciedyem

omxazamocs [284].

B panoomuszuposannom xnunuuweckom uccieoosanuu SANADII npu cpasnenuu
sanvnpoesol  Kuciomol** u  nesemupayemama** y O0oabHLIX ¢ 6nepevie
OUACHOCMUPOBAHHOU 2€HEPANU308AHHOU U HEKAACCUDUYUPOBAHHOU dnuiencuell
OblI0  nokasamo, umo  Jaesemupayemam®*  ycmynaem no  KIUHUYECKOU

aghghexmuenocmu sanvnpoegoti kuciome** [298].



| PexomeHayeTcsi Ha3HAYaTh B3POCIBIM MAIIMEHTAM C HEYTOYHEHHOW (opmoii
AIUJICTICUH (Henud pepeHImpoBaHHBIX MIPUCTYTIaX) JaMOTPHUHKUH,

JeBeTHpaleram™**, ronupamMar®* ¢ 1enpro npekpaiieHus npuctymnos [299].

Yposenb yoOenureabHocTH pexkoMeHaanuii C (YpoBeHb /JI0CTOBEPHOCTH

JA0KAa3aTeJIbCTB — D).

Jleuenne sBnsercs Ooee CJIOKHBIM, 4Y€M Y B3pOCJIbIX IIAOUCHTOB, MH3-34
BO3PAaCTHBIX OFpaHI/I‘-IeHI/Iﬁ K MPUMCHCHUIO ITPOTHBOIMHIICIITUICCKHUX IMPCIIapaTOB,
a TaKKC B CBiA3H C TCM (I)&KTOM, qTo BBI60p Inperapara 49acTo ONpCACIIACTCA

HaJIU4YuEeM CHCI_II/I(bI/I‘ICCKOFO SIHUIICIITUYCCKOTO CHHAPOMA JCTCTBA.

| Pexomenayercs npumeHeHue peHoOapOuTaza** B kauecTBe MOHOTEPAIIUU U B
KayecTBE JOMOJHUTEIBHOTO TpernapaTa peOeHKYy C HSIOWIENCcUell ¢ Tmepuona

HOBOPOXJICHHOCTH U CTapllie C 1ebto jgedeHus snuinerncuu [300].

YpoBenb yoOeaureqabHOCTH pekomMeHaanuii C (ypoBeHb J0CTOBEPHOCTH

A0Ka3aTeJbCTB — 1).

KommenTapumn: @enobapouman™* aensemcsa npenapamom nepeou ouepeou
8b100pa 8 JleYeHUU HEeOHAMANbHBIX CYOOPO2 U HEeOHAmANbHblX dnunencutl. Eeo
npuMeHeHue y HOBOPONCOeHHbIX 6 P® cywecmeenHo 3ampyoHeHO 6 C8s3U C
omcymcmeuem peaucmpayuu Gopmsl 01 6HYMPUBEHHO20 68€0eHUsl, KOmopas
Heobxoouma Ol 00CMuUdICeHUsl 003bl Hacvlyerus. Mooicem npumeHsmvcs u 8
bonee cmapuiem 6ospacme (Npu 6cex Munax NPUCmMynos, Kpome abcamcos), Ho
MoONbKO npu omcymcmeuu d¢pgekma om Opy2ux NPOMUBOINUIENMULECKUX
npenapamos. llocieonee ocpanuyeHue c8iA3aHO C MeM, 4mo NPenapam Modlcem
8b13b16AMb HEOOpamumoe yxXyouieHue KOCHUMUBHbIX QYHKYULl y Oemetl, OIUmenIbHo
eco npunumarowux [301]. B cnyuae npumenenus npenapama 6 HeOHAMANLHOM
nepuooe u 8 nepsvie Mecsayvl HCU3HU (Mpu HeoOX0OUMOCIU NPOOONHCEHUSL TeUeHUs
snunencuu) 6 OalbHeliuleM peKoMeHOyemcss nepegoo pebenka Ha opyeue
NPOMUBOINUIENMUYECKIUE NPENnapambl, He 8bl3bl8AOUUE CEPLEIHBIX KOZHUMUBHBIX

nobounwix 2¢pghexkmos. lIpumenenue 6 HeOHAMAILHOM NEPUOOE U 8 NePBble MECAYbI



IHCUZHU 3ampy0HeH0 uz-za omcymcmeusl cneyualbHsvlx oemckux JNEeKaApCnMeEeHHblX

Gopm, no3zeonsaOUUX MOYHO NOO0OPpamv 003y npenapama.

B K‘OM6MHCH4MM ¢ ocmanvhbimu TI2I1 neobxooumo yuunivleanb 60O3MONCHOCMb
Cepvbe3HOo2co0 CHUJMCEHUA ux KOHYermpayuu 3a cuem akmusayuu

Genobapoumanom™* ghepmenmos neuenu.

| Pexomenayercsi npuMeHeHHEe peHUTOMHA** peOEHKY C SMUJICTICHEH ¢ HaYaIOM

B [IEPHO/I€ HOBOPOXKACHHOCTH U CTapIle ¢ Lebto JedueHus snmierncuu [300].

YpoBenb yoOeautesbHOCTH PpexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJabCTB — 1).

Kommenrapuu: Hapsoy ¢ ¢enobapoumanom™*  enumoun™*  saensemcs
npenapamom nepeou ouepedu 6vlOOpa 6 JNedeHUuu HeOHAmAIbHblX CYy0opoe U
nunencutl ¢ HeoHamanivbHvlM — Hauanrom. Ilpumenenue  enumouna** y
HOB0pOJICOeHHbIX 8 P® cywecmeenno 3ampyoneHo 6 c8A3u ¢ OMCYMCMmeuem
peaucmpayuu Gopmuvl 01 6HYMPUBEHHO20 88€0€HUs, KOMOpas Heobxoouma OJisl

docmudicenust 003bl HACIUEHUSL.

B Poccuiickou @edepayuu y Oemeli 6He HEOHAMAIbHO20 803PACMA Npenapam
NpUMEHAemcs peoKo, Ymo, B03MOJNCHO, CBA3AHO C €20 HNOMeHYUAIbHbIM
HebnazonpusmusviM éiusHuem Ha koeHumueuvie yuxyuu [301]. Tem ne menee, 6

opyeux cmpanax (nanpumep, CLLIA) on npumensemcs 00801bHO WUPOKO.

lpyeue npomugosnuienmuueckue npenapamsli npu omcymcmeuu d@gexma om
gblllle YKA3aHHbIX (penobapoumana™* u enumouna™* makoice ucnonvb3yomcs 6
JIeYeHUU SNUNENCUU ) HOBOPOICOEHHBIX, HO OHU HAZHAYAIOMCSA 6HE 603DACHHLIX
nokazanuii («out of label»), u, coomeemcmeenno mpebyemcs peuienue 8pavedOHOU

KoMUCCUU 0151 UX HA3HAYEHUSL.

PeKOMeH)IyeTCH IMPUMCHCHUC KJIOHa3emamMa** kak JOITOJIHUTCIBHOTO
IIpcriapara p€6€HKy C THIIMYHBIMHU N aTHUIIMYHBIMH a6cchaMH, ATOHNYCCKHMMHU H

MHUOKJIIOHWUYCCKMMHA IIPUCTYIIAMU, I/IHCI)EIHTI/IJ'IBHBIMI/I crrasMaMi, @OK&HBHBIMI/I



INpUCTyImaMu, IEPBUYHO- U BTOPHUIHO-TCHCPAIN30BAaHHBIMH THIIAMH IIPUCTYIIOB C

MepUOJ1a HOBOPOXKICHHOCTH U CTapIIE C LIEJIbI0 JIeueHus aniencuu [302].

YpoBeHb yOeauTeIbHOCTH pexkoMeHaanuid B (ypoBeHb [10CTOBEPHOCTH

0KA3aTeJIbCTB — 2).

KommenTapum: B cuny npobnem ¢ nepeHocumocmuio npenapam nNpUMeHsemcs He
8 MOHOMeEPanuu SNUIEnculd, a 8 OCHOBHOM Y NAYUEHMO8 C PapMaKope3UCmenmHou
anunencuel 6 Kawecmee OonoanumenvrHo2o [286]. Ilpu npooondxcumenbHom
npumMeHeHuu KioHazenama** @ neouampuyeckol npakmuke ciedyem oyeHusamo
PUCK U NOTb3Y U3-3A B03MONCHOCMU NOOOYHO20 HEeONA2ONPUAMHO20 OeUCMBUsL HA
Qusuueckoe u ncuxuyeckoe pazgumue pebeHKd, 8 m.u. OMcPOUEeHHO20 (MOHCem He

NPOABIAMBCA 6 MeYeHUe HeCKOJIbKUX Jlel’l’Z).

| PexomeHnmyercsi npuMeHEHHE  OKcKapOaszenmuHa** B KadyecTBE  IEpPBOM
MOHOTEpAIMU , & TAKXXE B KAueCTBE JOIMOJIHUTEIBHOIO Mpenapara MNaluueHTy ¢
(oKaNnbHBIMU 3MUJENTHYECKUMU TPUCTYyIaMH B Bo3pacTe | Mecsia u crapiie ¢

1enbto gedenus snuiencuu [303, 304, 550].

YpoBeHb  y0eaAMTEJLHOCTHM  PEKOMEHJAAUMH JIi  MOHOTepanum H©
JTOTOJIHUTEJIbHOI Tepanum AJs Jaereil B Bo3pacte or 1 mecsaua g0 4 jer B

(YPOBEHB IOCTOBEPHOCTH J0KA3aTEJILCTB — 3).

YpoBenb  yO0eauTeJbHOCTH  pekoMenaaumu  Jlass  MoHOTepanuu  H
JAONOJIHMTENLHOW Tepanuu Jis JeTeil B Bo3pacre oT 4 JjeT W crapuie A

(YPOBEHB IOCTOBEPHOCTH J0KA3aTEJIbCTB — 2).

KommenTtapum: V pebenka oowkonvnozo o3pacma yenecoobpasno npumMeHeHuu
CNEeYUANbHOU JIeKAPCMEEHHOU (QOpMbl — CYCHEeH3UU, He MOJbKO U3-3a y0obcmea
NpUMEHeHUs, HO U U3-3a B03MONCHOCMU N006opa Oonee MOUHOU O0O03UPOBKU

npenapama.

| Pexomenayercsi npuMeHeHHEe  KapOamaszenuHa** B KadecTBe  IEpPBOM

MoOHOTepanuu [275], a Takke B Ka4yecTBE JOMOJHUTENBHOrO Mpenapara MmanueHTy



¢ (hokanbHBIMU MPUCTYNIAMU C BTOPUYHOM TeHepanu3anuen wim 06e3 Hee y nerei ¢

1LIeJIbI0 JICUeHMs snuierncuu [305].

YpoBeHb YOeaMTEIbLHOCTH PEKOMEHIANMHA Jisi MOHOTepanuu A (ypOBeHb

JTOCTOBEPHOCTH JI0KA3aATEJIbCTB — 1).

JJ11 KOMOMHUPOBAHHONM Tepanuu: YPOoBeHb YOeAUTEeIbHOCTH PeKOMEHIAUM

(oxkaNBLHBIX NPUCTYNOB B (YpoBeHb J0CTOBEPHOCTH I0KA3ATEIbCTB — 2).

KommenTapumn: [[erecoobpaszen npuem JIeKapCMBEeHHbIX Gopm c
NPOJIOHCUPOBAHHBIM  B8bICEODONCOCHUEM AKMUBHO20 Bewecmed, Nno360I0UUM
ocywecmenams npuem 2 paza 6 OeHvb. B xombunuposamnoi mepanuu ciedyem
uzbecamv KOMOUHAUUU C JAMOMPUONCUHOM (U3-3a  NPOMUBOCYOOPOIHCHOSO
AHMA2OHUMA U YBEIUYEHUs YUCIA  Heupomokcuyeckux 3s¢gexkmos). B
KOMOUHayUss ¢  OCMATbHLIMU — Npenapamamu  HeoOXooumMo  YUUMwvleamo
B03MOJNCHOCIb CEPLE3HO20 CHUNCEHUs UX KOHYEHMpAayuu 3a cuem axmusayuu

(epmenmos neuenu kapoamazenurom **.

Hzonuposannvle 2eHepanu308anHbvle MOHUKO-KIOHUYECKUEe NPUCMYNbL ) Oemell
scmpeuaromces pedko, eciu Cmpedaromcs, mo 8 KOMOUHAYUY ¢ Opyeumu munamu
2eHePANU308AHHBIX NPUCMYNO8 (MUNUYHLIMU U AMURUYHLIMU — aDCaHcami,
MuoxkioHuamu). Hzeecmno, umo Kapoamazenun®* mooxcem azepasuposamo
meuenue abcancos, NOIMoOMy y oemeli 8 leUeHUuU 2eHeparu308aHHbIX MOHUKO-

KJIIOHU4YeCKUxX npucniynoe K(Zp6aMa3€VZUH**JZyllW€ He UCnolb306dMb.

PexoMeHayeTCsl MPUMEHEHUE BaJIbIIPOCBON KHUCIOTHI*™* y 1nerer c
(GOKaTbHBIMH, TCHEPAJW30BAHHBIMA W  HEKJIACCU(PUIIMPOBAHHBIMH  THIIAMHU
AMUICNITHYECKUX TPHUCTYIIOB B KayeCTBE MOHOTEpPANUU H JOMOJHUTEIHHOU

TepaIiy B BO3pacTe ¢ 6 MeCAIEB U CTapUIe C UENbIO JieueHus snuiencuu [306].

YpoBenb yoOeaureqabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH

A0KAa3aTeJbCTB — D).

KommenTapumu: V  demeii, xomopvie He Mmocym 2iomams — mabiemxu,

M€ﬂ€C006pCZ3HO NPUMEHEHUE CneyualbHblx J1eKapCneeHHblX ¢0p]l/l 6aﬂbl’lp0€601/7



Kucromol ** (xanenv, cupona, mMukpozpanyn). Y nayuenmos 06020 eo3pacma
yenecooopasen npuem BaibnPoesol KUCIOmul** 6 eude J1eKapcmeeHHvix Gopm
NPOJIOHSUPOBAHHO20  OCUCMBUS, UMO Yayyuiaem HNePeHOCUMOCmb U  Oaem
OONONHUMENbHBIU NPOMUBOCYOOPOdICHbIL dhhexm. Cnedyem ¢ 0CMOPONCHOCHIBIO
HazHayamov npenapam 8 cpynne demeu, 0COOEHHO paHHe20 0emcK020 603paAcmd,
eciu y HUX nooospesaemcsi HAludue MUmoxXoHOpuaibHo2o 3aboneeanus. /lo
HaACMynlienuss MNojao8oU 3peiocmu HeoOX00UMO MNOCMOSHHO pacCMAmpuéams
B03MONCHOCMb  NEPEeKNIOUeHUs NAYUEHMOK C B8albnpoesoll Kuciomul**  na
anbmepHamugHbvle Memoovl jeyeHus (N0OpobHee 0 HA3HAYeHUU npenapama y auy

HCEHCKO20 NONA — CM. UHCMPYKYUIO K Npenapamy).

| Pexomenayercs npuMeHeHHe JieBeTHpaneTama** y neredd ¢ (OKaTbHBIMH
AMWJICNTUYECKUMH TPUCTYNIaMu (C BTOPUYHOW reHepanu3anueil wimu 0e3 Hee) ¢
Bo3pacta 1 mecsina (pactBop st mpuema BHYTpb) [307] u ¢ Bo3pacta 4 et
(TabNeTKH) U CcTaplie B KaUeCTBE JOMOJHUTENILHOTO Mpenapara ¢ Lebio JeUeHus

srunencuu [308].

YpoBeHb YOeAUTEJIBLHOCTH PpeKoMeHAanuii A (ypoBeHb J0CTOBEPHOCTH

J0KA3aTEJIbCTB — 2).

PexoMeHnayeTcsi mpuMeHeHre JeBeTupalerama** y mogpoctkoB 12 ner
W CTaplie ¢ MHOKJIOHHYECKUMH TMPUCTYIIaMU B CTPYKTYype HOHOIIECKON
MUOKJIOHMYECKOW DJIUJICTICHU W ¢ TEPBUYHO-TCHEPATM30BAHHBIMUA (TOHHKO-
KJIIOHUYECKMMHU) TPUCTYNIAMU B CTPYKTYpE HIUOMATHYECKOW T€HEPATM30BAHHOU

SIIUJICTICHMHU B KAYCCTBC AOMOJHUTCIILHOI'O ITpCIiapara € HCJIbIO JICUCHUA SITHUIICTICUN

[309].

YpoBeHb yOeauTeIbHOCTH pexkoMeHaanuid B (ypoBeHb [10CTOBEPHOCTH

I0KA3aTeJbCTB — 2).

| Pexomenayercs npuMeHeHue pyduHaMuma y JeTei crapmie 1 roma ¢

IreHCpaJln30BaHHBIMU OIMUWJICIITUUCCKUMU TPUCTyIIaMH, ACCOOMHPOBAHHBIMHU C



CUHIPOMOM JlenHokca - I'acTo B KayecTBe AOIIOJIHUTCIIbHOI0 IIpfriapara

[310,311].

YpoBeHb YOeAUTEJIBLHOCTH PpeKoMeHAanuii A (ypoBeHb J0CTOBEPHOCTH

T0KAa3aTeJbCTB — 2).

| Pexomenayercsi npuMeHeHne TomupaMarta** y geredl ¢ (pOKaIbHBIMH HIIH
NEPBUYHBIMU T€HEPATU30BAHHBIMUA TOHUKO-KJIOHUYECKUMH MIPUCTYIAMHU C 2 JIET U
cTapuie B KayecTBe NEPBOM MOHOTEpanuud M JONOJHUTEIBHOrO Mpernapara B
KOMOMHUpOBaHHOM Tepanuu [312, 551], a Takxke IJIs1 JOMOJIHHUTEIHHOTO JICUCHUS
MPUCTYNOB, aCCOMMPOBAHHBIX C CUHIpPOMOM JlenHokca — ['acto [313] ¢ mensio

JICUYCHU JITUJICTICHUH.

YpoBeHb yOeauTeIbLHOCTH PpeKOMeHAanuil s MoHoTepanuu B (ypoBeHb

J0CTOBEPHOCTH JIOKA3aTEeJIbCTB — 2).

YpoBeHb y0eauTeJIbHOCTH PEKOMEHAAUMH JIsl TONOJHUTEIbHOI Tepanuu C

(YpPOBeHBb 10CTOBEPHOCTH J0KA3aTeJbCTB — 4).

YpoBeHb yOeqUTEJIbHOCTH peKOMeHaaNui s cunapoma Jlennokca-I'acto B

(YPOBEHD JIOCTOBEPHOCTH J0KA3aTEJIbCTB — 2).

Kommentapun: Hecmomps Ha xopouiyro 3¢gpgpekmusHocms npenapama npu e20
HAa3HaAYeHuu Oemsam HeoOXo0UMO HAOI00amsb 3d BO3MONCHLIM He2AMUBHBIM
GIUAHUEM HA GHUMAHUE , NAMAMb U peuesvle QYHKYUU, OCOOEHHO 8

KOMOUHUPOBAHHOU mepanuu u Ha eblcokux dozax [301].

| PexomeHayeTcsi IpUMEHEHHE JIAMOTPH/DKMHA B KA4yeCTBE MOHOTEpAIHMH
abcancoB [314] m B JONONHUTENbHOM Tepanuu QokanbHbiXx [315] wm
reHepanu3oBaHHbIX [316, 317] snuiaenTHYECKUX MPUCTYIIOB (BKJIHOYAs TOHUKO-
KJIOHWYECKUEe TPHUCTYIbl U MPUCTYIBI Npu cuHApoMe JlenHokca — ["acto[318])
JIETSIM C MUJIETICHEN cTapiie 3 JIeT, a TaKXKe B Ka4eCTBE MOHOTEepanuu (OKaIbHbBIX
U TEHEPATM30BAHHBIX MPUCTYIOB (BKJIIOYAsi TOHUKO-KJIOHUYECKUE MPUCTYMBI U
OpUCTYIBI Npu cuHapoMe JleHHokca - ['acto) y moapocTkoB 12 et u crapiue

[318] ¢ menpro aeueHus.



YpoBeHb yOeauTeIbHOCTH pexkoMeHaanuid B (ypoBeHb [10CTOBEPHOCTH

0KAa3aTeJIbCTB — 2).

Kommenrapun: Cywecmseyem npumepno 10% puck paszeumusi cepbe3nou culnu
npu npuMeHeHUuu 1aMOmpUONCUHA, OH OMYACMU 3ABUCU O MeMNd MUumpayuu
npenapama, no3momy HeoOX00UMo coOM00ams memn Mumpayuu, YKA3aHHbl 8
uncmpykyuu x npenapamy. Cywecmeyem npobiema co Ccmapmosou 00301
npenapama y manenvkux oemeu. Ecmb cneyuanvhvie mabdiemku dcesamenvhvie
oucnepeupyemvie no 5 me (Ho 8ec pebenka OoadxceH Ovimov 6Gonee 17 ke, moeoa

HauanvHas 0o3a 0,3 me Ha ke seca 6yoem coomeemcmao8ams UHCMPYKYUU,).

| PexomeHayeTcsi IpUMEHEHHE 30HHUCAMHUAA B KAadeCTBE JIOTIOJHUTEIHLHOTO
npenapara AeTsM ¢ (POKaNIbHBIMU SMUICHTUYECKUMU MPUCTyNaMU (C BTOPUYHOU

reHepanu3aiueil uam 6e3 Hee) ¢ 6 JeT U CTapuie C UENbI0 JICYCHHs SIUIICTICUU

[320].

YpoBeHb YOeAUTEJNBHOCTH PpeKoMeHAanuii A (ypoBeHb JOCTOBEPHOCTH

J0KAa3aTeJIbCTB — 2).

| PexoMeHayercsi IpUMEHEHHE JTOCYKCUMHUAa** B KadyecTBE MOHOTEpAIHH
JeTSM C TUMHYHBIMU abcancamu[321], MHOKIIOHUKO-aTOHUYECKUMHU TPHUCTYIIaMU
[90], MuoKIIOHMYECKUMH TpUcTyniamu [322] 6 JeT u cTaplie, a Tak’Ke B KaueCTBE
JOTIOJIHUTENILHOTO — Mpernapata B  KOMOMHUPOBAaHHOM  Tepamuu  TEX  Ke

SMAJICIITUYICCKUX ITPUCTYIIOB C HCJIbIO JICHCHUS SITNUIICTICUU.

YpoBeHb yOeAUTEIBLHOCTH PpeKoOMeHIanmui s adcaHcoB A (YpoBeHb

JOCTOBEPHOCTH JI0KA3aTEJIbCTB — 1).

YpoBeHb YO0eAUTEJIBLHOCTH PEKOMEHIANUI IS MHOKJIOHUKO-aTOHUYECKHX

npuctynoB C (ypoBeHb JOCTOBEPHOCTH I0KA3ATEIbCTB — 5).

YPOBeHL yﬁEIlHTeJIbHOCTl/I peKOMeHI[aIlI/Iﬁ A MUOKJIIOHUYICCKHUX IIPUCTYIIOB

C (YpoBeHBb J0CTOBEPHOCTH JI0KA3aTEJIbCTB — 5).



KomMmeHnTapuu: B kauecmse npenapama 0is JieyeHUuss MUnuyHulX abCamcos npu
0emcKol abCaHCHOU dSRuUnencuu 3IMocykcumuo™** npooemoncmpuposan ceoe
npesocxoo0cmeo  HAO  BANbNPOEBOU  KUCIOMOU™*™  u  1amompuodcuHom
[321]. IIpenapam OosonvHo wupoko ucnoav3yemcs Kaxk OOHOJIHUMENbHbLIL 6
JleyeHuU OoKaNbHbIX INUNENCULL C BLIPANCEHHOU OUNAMEPanIbHOL CUHXPOHU3AYUel
Ha D3I, 8 mom uucie npu npoOOAHCEHHOU CNAUK-BOIHOBOU AKMUBHOCHU 80 CHE.
Tem ne MmeHee, HA3HAYeHUe €20 6He NOKA3AHUU mMpebOyem peuleHusl 8paveOHOl

Komuccuu.

| Pexomenayercsi npuMEHEHHE TIepamIiaHena** B KadecTBe JOMOJHUTEIHHON
Tepanuu peOeHKY C (OKaIbHBIMH SMHJICITUYECKUMHU MPUCTYNIAMUA C BTOPUYHOU
reHepanu3aiueil wi 0e3 Hee ¢ 4 JeT U cTaplile, a Takke peOeHKY C MEPBHYHO-
rE€HEPAIN30BaHHBIMA TOHUKO-KJIOHHMYECKUMU NPUCTyNaMU C 7 JIET U cTapuie ¢

WIMOTIATUYECKON TEHEPATU30BAHHOU JIMIEIICUENA C LEJbI0 JIEUYCHUS DSIUJIEIICUU

[325].

YpoBenb yoOemutesbHOCTH PpexkoMeHaauuid C (ypoBeHb J0CTOBEPHOCTH

J0KAa3aTeJIbCTB — 4).

KommenTapun: Dppexmusnocms 1  06€30NACHOCMb  CHUNCEHUST  803DACTHbIX
NOKA3aHUll K NpumMeHenuro nepamnauena™* om 4 oo 12 nem oOvliu 0okazawvi 011
e2o opmol 6 8ude cycnenzuu [325], komopas Ha MOMEeHM CO30aHUSL KIUHUYECKUX
pexomenoayuil He 3apecucmpuposarna 6 P®. Jlia cobarodeHus adexeamHoll
cmapmogotll  003bl npenapama OJisi  3apecUcCmpUpOBaHHbIX MAOIemoK —ecmy
ocpaHudenue no 8ecy - OHU Mo2ym NPUMEHIMbCS MOJILKO V NAYUEHMO8 C 6eCOM He

menee 30 ke.

Pexomenayercst npUMEHEHUE JakocamMuaa** B KauyecTBE MOHOTEpANUU U
JIOTIOJIHUTEIBHON Tepanmuu peOeHKy ¢ Bo3pacTa 4 JeT U crapiie ¢ (POKaTbHBIMU
AMWICNTUYECKUMH NPUCTYNIaMU C BTOPUYHOM reHepanu3anued wiu 0e3 Hee ¢

1IeJIbIO JIeUeHMs anuiienicuu [278, 326, 552].



YpoBeHb yOeauTeIbHOCTH pexkoMeHaanuid B (ypoBeHb J10CTOBEPHOCTH

J0KAa3aTeJIbCTB — 2).

| PexomeHnayeTcsi npuMEHEHHE Ta0aCHTHHA B KAYECTBE MOHOTEPAIUU PEOCHKY
¢ (DOKAITBHBIMU SIUJEITHYCCKUMH TPUCTYNIaMU C BTOPUYHOW TeHepaau3anuen
unu 6e3 Hee ¢ 12 net u crapuie [327] 1 B KauecTBE JOMOJHUTEIBHOW Tepanmuu ¢

TEMH K€ TUTIAaMH MIPHUCTYTIOB ¢ 3 neT u ctapiie [328].

YpoBeHb yOeAuTeIbHOCTH PpPeKOMEHJaluil B KadecTBe MOHOTepanuun B

(YPOBEHB IOCTOBEPHOCTH J0KA3ATEJILCTB — 2).

YpoBeHb YO0eaMTEJbLHOCTH PEKOMEHJAANMA B KadecTBe IONOJHHUTEIbHOMN

Tepanuu A (YpoBeHb I0CTOBEPHOCTH JI0Ka3aTeJbCTB — 1).

| Pexomenayercsi npuMeHeHHe OprBapaneramMa™* B Ka4eCTBE JOTOTHHTEIBHOTO
npenapata y MOAPOCTKOB € (DOKaJbHBIMU OSIMHJICOTHUYECKUMH MPHUCTYHaMH C
BTOPUYHON reHepanu3anued nwim 0e3 Hee ¢ Bo3pacTa 16 JeT u crapiie C Iebio

JeueHus snuencuu [329].

YpoBeHb YOeaUTEJbLHOCTH PpexkoMeHAauuid A (YypOBeHb J0CTOBEPHOCTH

0KAa3aTeJIbCTB — 2).

| Pexomenayercsi npuMeHEHHE Kjlo0a3aMa B COCTaBe KOMOWHHUPOBAHHOM
Tepanuu PEOCHKY ¢ OIWICNTHYCCKUMU TMPUCTYyNaMu JIFOOOT0 THIA TpHU
dapmakopesuctenTHo# snmnencuu [330]c Bo3pacTa 3 neT U cTapiie, B TOM YHCIIEe

MpUCTYNOB Tipu cuHApome JIeHHokca - ['acTo ¢ uensbio euenus snuiencuu [331].

YpoBeHb yOeAUTEIBLHOCTH pPeKOMEHAALUH I 3MUICNTHYECKHX NMPHCTYIIOB
npu  (GapMaKope3MCTEHTHON Jnujencud A (YpoBeHb [JA0CTOBEPHOCTH

JA0KAa3aTeJIbCTB — 1).

YpoBeHb y0eauTeIbHOCTH PeKOMEHIAUMi Il NPHUCTYNOB MPH CHHAPOME

JlenHokca - I'acto B (ypoBeHb 10CTOBEPHOCTH A0KA3aTEIbCTB — 2).

Kommenmapuu: Hecmomps na wupokuii cnekmp 3¢hgexmuenocmu, npenapam

omHocumcs K npenapamam mpembed ouepe()u 6bl60pa 6 JledeHuu onunencuu



(npeumywecmeenno  hapmaxkopezucmenmuoti). Jlywwe nepenocumcs, uem
KIOHazenam™** (menvwe cedamusHvlli 3¢hghexkm), K Hemy pedce, HeM K
KIoHazenamy**, pazeusaemcs npusvlkanue ¢ ucmoujenuem s¢pgpexma. Ommena
npenapama, makdice Kak KloHazenama™**, 0ondcha Obimb MeONeHHOU, Ymoobl

uzbesxcamo CUHOPOMCI OmmeHbl.

| PexomMeHayeTcsi IpUMEHEHHE JHa3eaMa B BUJIE PEKTAIBHOTO PacTBOpa ACTIM
¢ mpoJoHTHpoBaHHBIMU (Oonmee 2 - 3 wmumayT) [332] W cepuilHBIMHU
AMUJENTUYSCKUMU TnipuctynamMu  [333]ans  npoUIaKTHKH  SIHJICTITHYECKOTO

cTaryca, a Tak)Ke Kak CPeJICTBO KYITMPOBAHHMS SIUJICTITHYECKOTO cTaryca [334].

I[.]'lﬂ NMPOJIOHT'MPOBaAHHBIX NMpuCcTyYNnoB YPOBeH]) yﬁeI[I/ITeJIbHOCTI/I

pekoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH A0KA3ATEIbCTB — 2).

Jlia  cepuHMHBIX (KJIACTEPHBIX) MNPHUCTYNOB YPOBeHb YOeAUTEJIbHOCTH

pexomenaanuii C (ypoBeHb I0CTOBEPHOCTH J0KA3ATEJILCTB — 5).

JJIS1 3JNMJIeNTHYECKOr0 cTaTtyca YpoBeHb y0eIUTeIbHOCTH peKOMeHAanuii A

(YPOBEHB IOCTOBEPHOCTH J0KA3aTeJIbCTB — 1).

KommenTapumn: /lpenapam maxoice ycnewno npumensiemcs 0is npoQUIAKmuKu
peyuousos Gedbpurvuvix cyoopoe [335]. Hoza oOuazenama noobupaemcs
UHOUBUOYATILHO 8 3ABUCUMOCTIIU OM COCMOSIHUSA NAYUEeHmMA, e20 803PaAcmd, MAccyl
mena, euoa u msaxcecmu 3abonesamus. emsam ¢ maccou mena menee 15 ke

HazHauarom 5 m2, oemsam ¢ maccou meia oonee 15 ke — 10 me.

| PexomMeHayeTcsi IpUMEHEHHE MuUJazoiaama 3aIEYHOTrO JETAM C
poJIoHTupoBaHHBIMU (Oosee 2 - 3 muHyT) [332] u cepuiiHpIME TIpucTynamMu [333]
U TIPOQMIIAKTUKMA  DMIICITUYECKOTO0 CTaTyca, a TakkKe KakK CpeACTBO

KyIMPOBaHUS AMWIENTHYECKOTro cTtaryca [334].

ﬂ.]]ﬂ NMPOJJIOHTUPOBAHHBIX NMPUCTYIIOB. YPOBeHb yﬁeIlHTeJIbHOCTH

pexkoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH JA0KA3aTEIbCTB — 2).



st cepuiiHBIX (KJIACTEPHBIX): YPOBeHb Y0eaUTEJIbHOCTH pekoMeHaanuii C

(YPOBEHB IOCTOBEPHOCTH J0KA3aTEJILCTB — 5).

Jist SIMIenTHYeCKOro CTaryca: YpoBeHb YOeAUTEJIbHOCTH PEeKOMEHAaun A

(YpPOBeHb T0CTOBEPHOCTH J0KA3aTeJbCTB — 1).

Kommentapumu: [lpenapam makoice ycnewHo npumensemcs Oas npouiakmuxu
peyuousos ebpunvhovix cyoopoe [336]. Pazosas doza y pebenka om 3 0o 1 200a
cocmasensiem 2,5 me, om 1 2cooa 0o 5 nem (exnrouumenvro) — 5 me, om 5 nem oo 10

sem (sxarouumenvro) — 7,5 me, om 10 nem 0o 18 nem 10 me.

PexomeHnayercsi mpuMeHeHUE sBeposuMyca** nalyeHTaM C
(bapMaKkoOpe3UCTEHTHON  AMUJIENICUEH,  ACCOIMUPOBAHHOW C  TyOepO3HBIM

CKJIEpO30M, C Bo3pacTa 2 JIET U CTapuie ¢ LEebI0 JieueHus >nuiencuu [473].

YpoBeHb y0eaMTEJbHOCTH peKoMeHAanuili A (YpPOBeHb [JA0CTOBEPHOCTH

0KAa3aTeJIbCTB — 2).

Kommenmapuu: [pumenenue sseponumyca™*, maxoice xax opyeux uneubumopos
NpOMeuKuHa3vl, mpeoyem onvima u muwamenbHo20 HAOI0eHUsI 3 B03MONCHBIMU
noOouUHbLIMU dhhexmamu mepanuu, BKIOYASL HEOOXOOUMOCMb NPOGUIAKMUKU U

Jle4eHusl Hacmo paseuearuiecocsi cmomamumada.

| PexomMeHayeTcsi MpUMEHEHHE TOPMOHOB JUISI CHCTEMHOTO MPUMEHCHHS WJIH
TJIFOKOKOPTUKOUJOB IJIE CUCTEMHOTO MPUMEHEHUS JAETSAM C SIWICNTHYECKUMHU
cra3MamMH B CTPYKType CHHApPOMa MH(PAHTHIBHBIX CIa3MOB (CHHOHUM CHHIpOMA

BeCTa) HJIM BHC €TO B Ka4CCTBC TCPAIINU HepBOI;'I JIMHUHW AJId JICUCHUA SIIUIICIICUHA

[319].

YpoBenb yoOeauredabHOCTH pekomenHaanuii C (ypoBeHb J0CTOBEPHOCTH

J0KAa3aTeJIbCTB — D).

KOMMCHTapI/IH:B JeYeruu aInuienmuiyeckKux Ccnasmoe npumMeHAomcsa pasHsble
2OPMOHDbBI 0Nl CUCMEMHO20 NpUMEHEHUsd, HO MmMOJbKO Y 06_)/)6 npenapanoe 6

UHCMPYKYUU K NPUMEHEHUIO eCnlb NOKA3AaHUue nuiencuu, u oba npenapama HdA



MOMEHM HANUCAHUS KIUHUYECKUX pPeKOMeHOayull He 3apecucmpupoganvl ¢ Pd.
s HA3HAYeHUs. opyaux 2/ITOKOKOPMUKOUOO8 (#npeonuzonona**,
#uemunnpeonuzonona**, #oexcamemasona**, #euopoxopmuzona™*) mpeoyemcs
peutenue epaueOHol Komuccuu. Buibop romkpemmozo npenapama, e2o 003vl,
cnocob 66edeHUs (8HYMPUBECHHDLIU UIU NEPOPANbHBIIL), NPOOOJHCUMETLHOCHb
mepanuuy CywecmeeHHo 6apbupyiom 6 pPAsIUYHbIX KIUHUKAX. J{03bl OmOenbHbix

ZJZiOKOKOPH’lMKOMaOB — CM. pekomeﬂéauuu HUJfce.

Ilpenapamom mpemveil ouepedu 6vibopa sensemcs knobazam. Taxoce mozym
NPUMEHAMbCSL U Opyaue npenapamsi — monupamam**, eanonpoesas xucioma™** u
o0p. HO 3hhexmusHOCmMb UX Heconocmasuma ¢ PHeKMuUeHOCMbIO 2OPMOHATLHOU

mepanuu.

JItoboti eapuanm 20pMOHANLHOU Mmepanuu, eciu OHA NPOOOJIHCAeMCsl OIUMENbHO
(mecay u Oonee) mpebyem He MONLKO KOHMPOJS 34 B03MONCHLIMU NOOOYHBLIMU
aghpexmamu 60 6pems neuenus (npubasxka eeca, 6030yicOoeHue u O0p), HO U
MOHUMOPUPOBAHUSL BOZMONCHLIX OMOAIEHHBIX NOOOYHBIX pe3)Ibmamos (Ha pocm

pebenka).

Yyumeieasn yacmoie peyuousvl UHGAHMUTLHBIX CNAZMO8, NAYUEHMAM MpebyIomcs
nosmopmvle Kypchbl 2OPMOHANLHOT mepanuu (npu omcymemeuu

NPOMUBONOKA3AHULL).

| Pexomenayercsi npuMeHeHHe #HOpeaHU30I0HA** neTssM ¢ WHOAHTHIHLHBIMU
cmasMamMM B CTPYKType cuHApoMa Becta wuiam BHe ero (mpu Apyrux
SMUJIENTUYECKUX SHIE(}aIonaTusix) B KauecTBE Tepanuu NEepBOM JUHUHM IS

neuenus sauterncuu [337].

YpoBeHb YOeAUTEJIBLHOCTH PpeKoMeHAanmuii A (ypoBeHb J0CTOBEPHOCTH

A0Ka3aTeJbCTB — 1).

KommMmenTapuu: Pexomenoyemsie 8 numepamype 003l eapvupyiom om 2 0o 10 me

Ha K2 eeca 6 CymkKu, HO 00bIYHO OHA He npeessvliiaem 5 me Ha ke eeca. ﬂ03a



denumcsi Ha 2 npuema u 0aemcsi 8 panHue ympeHHue dacwvl nocie eovl [474, 530,

531, 554, 555].

|  PexomeHnmyeTcsi npUMEHEHHE #MeTunpeHu30I0Ha ™ * JETAM c
WH()AHTWIFHBIMU CIIa3MaMU B CTPYKType cuHIapoma Bectra unu BHe ero (mpu
JPYTUX SMUICITUYECKUX SHIE(DANoNaTusIX) B Ka4eCTBE Tepanuu NepBOM JIMHUU

IS iedeHust snuiencuu [338].

YpoBenb yoOeautesbHOCTH PpexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

0Ka3aTeJabCTB — 3).

Kommentapun: Cuumaemcs, umo #vemunnpeoHuzonon™* nyyuie nepemocumcs,
yem #npeonuzonon™*. Ooun uz pekomeHoyemvix npomoKoi08 NPUMeHeHUsT — MO
nynvcosas mepanus #tmemunnpeoHuzononom** ¢ cymounou 0oze 20 - 30 me Ha ke
seca 6 meyenue 3 - 5 OHell ¢ nepexo0oM Ha nepopaibhsli npuem npenapama [319,
474]. Jloza npu nepopanvrom npueme 00J4CHA ObiMb He Ooaee 2 Me HA Ke 8eca ¢
oanvuetwum ee cHudxcenuem. Cuumaemcs, uymo oOnmuMalbHas 003a npu
ONUMENbHOM NePOPAbHOM npueme — He oOonee 10 me 6 cymku, K Heu U HA0o
cmpemumscs. Ecmov 0annvie 0 mom, umo 6onee gvicoxkue 003wl (15 me 6 cymku u
evlule) 6 meueHue 2 Heoelb MO2YM Bbl3bl8amMb 6 OdlbHeluleM pazsumue

HAONOYEYHUK0BOU Hedocmamoyunocmu [476].

Pexomenayercsi mpMEeHEHNE #nexkcamerazona** JETSIM C
WHQAHTWIBHBIME ClIa3MaMU B CTPYKType cuHApoMa Becrta mim BHe ero (mpu

JIPYTUX SMUJENTUYECKUX dHIedaTonaTusX) 1Is JieueHus smuiencuu [339].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb JI0CTOBEPHOCTH

A0KA3aTeJabCTB — 4)

KommenTtapun: Pexomenoyemasn ooza cocmasnsem 0,3 - 0,5 me na ke eeca 8
cymku eHympumviuieyro 10 uHvekyull exceOHe8Ho, 3amem 5 UHbeKYull yepe3 0eHb
u 5 unvekyuil uepez 2 OHa mex dce 003 npu Heoocmamounocmu [476]. Ho E.
Haberlandt u coasm. (2010) npeonracarom 8gooums no 20 me #oexcamemaszona™*

BHYMPUBEHHO 8 meyeHue 3 OHel, a 3amem 5 Kypco8 no 3 OHs ¢ uHmepeaiom 8 4



neoenu [477]. KIO. Myxun u A.C. Ilempyxun (2005) npusoosm ciedyrowyro cxemy
HazHayenus #oexcamemaszona** nepopanvro: 2 me na ke éeca 6 cymku I nedens,
samem 1 me Ha ke 8eca 8 cymku 2 Heoenu, 3amem nepexoo Ha albmMepHUpYrouuli

npuem mepanuu — 1 0oza 1 paz 6 2 — 3 ous [478].

Pexomenayercsi npuMEHEHNE #runpokopTuzona™** OETAM c
UHGAHTWIBHBIMHU ClIa3MaMH B CTPYKType cuHapoma Becta wiu BHe ero (mpu

JIPYTHUX MUJIENTHUECKUX dHIIe(anonaTusx) 1ist Jeuenus snunerncuu [340].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJIbCTB — 5).

Kommenrapuu: #/ uopoxopmuzon™*  peoce  Opyeux  KOpmukocmepouoos
CUCTNEMHO20 OelCm8Usl bl3bleaem pazeumue 6 OdlbHeluleM HAONOYeYHUKOBOU
Hedocmamounocmu. Pexomenoyemcs cmapm ¢ 10 me nma xe eeca 6 cymiku 8
meueHnue Heoelu, U 3amem yMeHbUeHUue Cymo4HoU 003bl Ha 2 Me Ha ke eeca 1 pa3z 6
Heoeno (8 me Ha ke eca, 6 me Ha k2 eca, 4 u 2 me Ha K2 6eca 8 CYmKU,
coomeemcmaenHo). [476]. B numepamype scmpeuaromcs u 60/iee 8blCoOKUe 003bl -

00 15 me na ke 6 cymku [479].

Pexomenayercsi ipoOHOE BHYTPHMBEHHOE BBEIEHHE BBICOKHX [103
#nupunokcuna™* (100 mr) HoBopoxeHHOMY Miau 30 MT Ha Kr Beca (HO He Ooliee
300 mMr B CyTKM) MIaJeHIly C UWHQAHTWIBHBIMH CHAa3MaMU WIA JAPYTUMHU
BapHaHTaMU pPaHHUX WH(AHTWIBHBIX SHIE(hATONaTUH NpU OTCYTCTBUU 3(deKTa

OT APYroM Tepamnuu JJjisi UCKIIOYEHUS] TUPUIOKCUH-3aBUCUMOM snuierncuu [341].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

0KAa3aTeJbCTB — D).

KomMeHTapuMu: npu Haiuyuu nUpuOOKCUH-3ABUCUMOU INUTLENCUU OMMedaemcs
0080ILHO  ObICMpOe  NpeKpawjeHue Npucmynos, y Yacmu NAYUeHmos ¢
nocneoyroweiu Hopmanusayueu I3 Eciu ocmaromces comuenuss 8 ouacnose
B03MOJICHO npumenerue #nupudoxcuna™** nepopanvro 6 cymounoti 0ose 30 me Ha

ke geca (Oenumcs Ha 2 - 3 npuema). Mnozoa nodobuyro npoby nposoosm 00



cmapma ZOPMOHCUZbHOMV mepanuu (makoea npakmuxka Jjiedernusl MH¢aHmu]ZbelX

cnazmos 6 Anonuu).

| PexomeHayeTcsi IpUMEHEHHE KOPTUKOCTEPOUIOB CHCTEMHOIO JICHCTBUS ICTAM
¢ mr000# hopmoit (papMaKOpE3UCTECHTHON SIUJIETICUU TIPH OTCYTCTBUH d(PdeKTa OT
OOBIYHO  TMPUMEHSEMBIX MPOTHBOAMWICITHYCCKUX MPEMapaTtoB ¢  IENbIO

aJbTEPHATUBHOIO JICUCHUS dnuierncuu [342].

YpoBenb yoOeaurtesbHOCTH pexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

J0KAa3aTeJIbCTB — 4).

KommenTtapun: Kax npasuno, 3ggekmusHocms maxozco emeulamenspcmea He
npesviuiaem 30%, HO mem He MeHee, OHO namoz2eHemuiecku 0O00CHOBAHO, MAK KAK
106as ONUMENbHO U MANCEN0 MeKYWasl SNULENCUsi CHOCOOHA 3anyCmums npoyecc

AYMOUMMYHHBIX USMEHEHUU 8 20J108HOM Mo32e [343].

| Pexomenayercs mpiMeHEHHE KOPTHKOCTEPOHIOB CUCTEMHOTO ISHCTBUS IETSIM
C DJNWICNTUYECKOW HHIepanonaTHel C MNPOJOJDKEHHOW CHalK-BOJIHOBOU
AKTUBHOCTBIO BO CHE (CHHOHMM OJEKTPUYECKUH SMWICNITUYECKUI CTaTyC CHa), a
Takke naeraM ¢ cuHapoMmoMm Jlanpmay - Kueddnepa ¢ nenpio kKynupoBaHus
MaCCUBHOM aKTUBHOCTH Ha DI, mpekpanieHus OpUCcTyNOB U OCTAHOBKHU perpecca

MICUXOPEUEBOTO pa3BuTus [344].

YpoBenb yoOeaureqabHOCTH pekomeHganuii C (ypoBeHb J0CTOBEPHOCTH

A0KAa3aTeJabCTB — 5).

KommenrTapumu: [ ‘opmonanvnas mepanus saeisemcs Hauboree 3P@exmuebvim
cpeocmeom 60pvOblL ¢ NPOOOIHCEHHOU CNAUK-80HO80U akmusHocmvio Ha D3I,
OHA CNOCOOHA OCMAHOBUMb INUNENMUYECKUE NPUCTIYIBL, YIYUUUUMb KOZHUNMUBHbBLE
@yHKYUU, yMEeHbUUMb NoBeOeHYecKUe, pedesble U 08ueamenbHvle paccmpolcmad,
CBOLCMBEHHbIe IMUM dNUIenmudyeckum dHyegaronamuim. Tem He MmeHee,
0080IbHO YACMO POpMUPYemcst pe3udyalbHblll HeBPOLo2UdecKull depuyum, 8 mom
yucie peuesol u KOCHUMusHull. Ecau cumyayust npoooJidceHHoU Cnauk-601H080U

akmusHocmu cywecmeyem oaumenvto (bonee 1,5 nem), mo maxou Oegpuyum



oadice npu aoekeamuou mepanuu HeuzbedxceH. I opmonanvuas mepanus 00HCHA
npoooNNCAmMbCsl He MeHee 6 Mec (npu omcymcmeuu npomueonoKa3aHulL),
HO3MOMY  UPE36bIUAUHO  BANCEH KOHMPOIb 3a NOOOUHLIMU  dhhekmamu.
Duyepanonamus ¢ nPoOOIHCEHHOU CNAUK-80IHOB0U AKMUBHOCHbIO 80 CHE HOCUM
B0IHOOOPA3HYILL XAPAKMED, NOIMOMY ) HEKOMOPbLIX NAYUEeHmo8 HeoOX00UMbl

NOBMOPHbLE KYPCA KOPMUKOCIMEPOUOOE CUCTNEMHO20 OeUCBUS.

|  PexomeHayeTcsi mpuMeHEHHE Kio0a3aMa JIETAM ¢ 3-X JIET ¢ SMUJICITHYSCKOM
sHIlepanonaTueil ¢ MPOAOIKEHHOW CIAaWK-BOJIHOBOM AaKTUBHOCTBIO BO CHE
(CHHOHMM OJIEKTPUYECKHI SIWIENTHYECKUI CTAaTyC CHA), a TaKXe JETAM C
cunapomoM Jlannay- Kneddnepa c 1enbpro KynupoBaHUs MACCUBHOM aKTUBHOCTU
Ha O3, mnpekpamieHuss NPUCTYIIOB W OCTAHOBKM perpecca IMCUXOPEYEBOIO

pa3zButus [344].

YpoBenb yoOenureabHocTH pexkoMeHaanuii C (YpoBeHb [JA0CTOBEPHOCTH

J0KAa3aTeJIbCTB — D).

Kommenrapuu: Ilo  agpgpexmusnocmu  knobazam  HeCcKOAbKO  ycmynaem
KOPMUKOCMEPOUOAM CUCMEMHO20 OeliCm8Us, HO 3amo He umeenm CE0UCHBEEHHbIX

UM no6ouHbvIX 3¢hhexmos.

|  PexoMeHayeTcsi mpuMEHEHHE #OPeIHU30I0HA** WITH #MeTUINpeTHI30I0Ha™ *
JIETIM C ayTOUMMMYHHBIMH OIHJICTICUSMH ¥ OIWICTICUSIMH, TPH KOTOPBIX
AyTOMMMYHHBI KOMIIOHEHT WIrpaeT BaXXHYI0 pOJIb B TMAaTOreHe3e OO0JIe3HU
(cungpomamu - FIRES cunonnmel DESK u1 NORSE; HHE, Pacmyccena u npyrux)

C 1IeJIbIO JIeUueHMs druiencuu [345].

YpoBenb yoOeautesbHOCTH PpexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

J0KAa3aTeJIbCTB — 3).

KommenTtapuu: Kak npasuno, ucnoiv3yemcs 6blCOKOOO3HASL NYIbCOBASL Mepanus
#npeonuzononom™* 30 me na ke 6eca 8 cymku 6 meuenue 3 - 5 Ouell BHYMPUBECHHO
KaneuvbHo ¢ NocieoyiowumM nepexoooM HaA NepopanbHblil npueMm npenapama

(noodoepoicusarowas d0oza 1 - 2 me Ha Ke 6eca 6 CYmMKU C NOCMENEHHbIM ee



cHudceHuem). lopmonanvuas mepanus Hocum Oaumenvusli xapakmep. [loza

HuemunnpeOHUu3010Ha ananlo2udHa 0oze #npeonuzonona [319, 532].

| PexomeHnayeTcsi IpUMEHEHHE BBICOKUX 103 #UMMYHOIJIOOYJIMHA YEJIOBEKa
HOPMAJIBHOTO** NeTSM ¢ ayTOMMMYHHBIMH STHJICTICUSIMH M JMIICTICUSIMH, TIPU
KOTOPBIX Ay TOUMMYHHBIM KOMIIOHEHT UTPAET BayKHYIO POJIb B ATOreHe3e 00JIe3HU
(cungpomamu - FIRES cunonumer DESK u NORSE; HHE, Pacmyccena) ¢ nenbto

JeueHus snuiienicuu [345].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

0KAa3aTeJIbCTB — 4).

KommenTapum: /loza  #ummynoznobyiuna yenoseka HOpMAaibHo2o**, — kak
npasuno, cocmasisiem 0,4 2 Ha ke 6eca 6 CymKuU U 6600UMCsl 6 meyeHue 5 OHel

6HYMPUBEHHO, KANEIbHO.

| Pexomenayercsi npuMeHeHHE IU1a3Madepe3a JIETIM € ayTOMMMYHHBIMH
SIMWICTICUAMU U SMUIETICUSIMH, TPU KOTOPBIX ayTOMMMYHHBI KOMIIOHEHT UTPAET
BOXXHYIO poJib B martoreHnese 6osiesnu (cunapomamu - FIRES cunonumer DESK u

NORSE, HHE, Pacmyccena) c 1ienbto geuenus smuiiencuu [345].

YpoBenb yoOeaureqabHOCTH pekomeHaanmuii C (ypoBeHb J0CTOBEPHOCTH

A0Ka3aTeJbCcTB — 4).

| Pexomenayercsi npuMeHeHHE #pUTYKCUMaOa**meTsM ¢  ayTOMMMYHHBIMU
AMUICTICUSIMU U AIWICTICUSIMU, TIPU KOTOPBIX ayTOUMMYHHBIH KOMITIOHEHT UTpaeT
BaXXHYIO pPoJib B maTtorene3e 6omnesnu (cuaapomamu - FIRES curonnmer DESK u
NORSE, HHE, Pacmyccena) nmpu otcyTcTBUM 3¢ (dEeKTa OT KOPTHKOCTEPOHIOB
CUCTEMHOTO ACUCTBUS U #UMMYHOTJIOOYJIMHA YETOBEKa HOPMAIBHOTO** C 11eNbI0

JIeUeHMS druiencuu [346].

YpoBenb yoOeautesbHOCTH PpexkoMeHaauuid C (ypoBeHb J0CTOBEPHOCTH

0KA3aTeJbCTB — 5).



Kommenrapuu: /loza #pumyxcumaba™* cocmaensem 375 me Ha KeaOpammbiii

Memp nosepxHocmu mena, egooumcs I paz é neoenio, Ha npomsdiceHuu 4 Hedewb

[345].

| Pexomenayercsi npuMEHEHHE KETOTCHHOM IHETHI JCTSAM C ayTOMMMYHHBIMH
AMWIEHICUSAMU U MUJIEIICUSMH, NP KOTOPBIX ayTOMMMYHHBIM KOMIIOHEHT UIPAET
BaXXHYIO PoJib B maTtorene3e 6omnesnu (cuaapomamu - FIRES curonnmer DESK u
NORSE, HHE, Pacmyccena) mpu orcytctBuHM 3(]dexta OT KOPTHKOCTEPOUIOB
CUCTEMHOT'O JAEUCTBHS U #UMMYHOITIOOYJIMHA YEJIOBEKa HOPMAJIbHOTO™** ¢ LEbI0

JeueHus snuiencuu [347].

YpoBenb yoOeautesbHOCTH PpexkoMenaauuii C (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJIbCTB — 4).

| Pexomenayercsi mpMEHEHHE BBICOKHX 103 H#UMMYHOTJIOOYJIMHA YellOBEKa
HOpMaJBHOTO** neTsiM ¢ mo00ii papMakope3UCTEeHTHON (OPMOI STUIIETICUN TIPU
HEd(PPEKTUBHOCTH OOBIYHO MPUMEHSEMBIX MPOTHBOAIIICHTHYECKUX MPENapaToB

C LIEJIbIO aJIbTEPHATHUBHOTO JICUeHUs dnuiencuu [348].

YpoBenb yoOeaureabHOCcTH PpexkoMeHaauuid C (ypoBeHb J0CTOBEPHOCTH

A0Ka3aTeJbCTB — 5).

Kommenrapuu: /[o3a, kak npasuno, cocmaesnsem 0,2 - 0,4 2 na ke geca 8 cymxu,
YUCIO 66e0€HULl U UX KPAMHOCMb B8APbUPYIOM 8 PA3HbIX KIUHUKAX U
onpeodensomes amnupudecku. Haubonee uacmo ucnonvzyemcs mpexKkpamHuoe
6sedenue uepez OeHb. QOepanuyeHueMm K NPUMEHEHUIO S6JIAemcs B6blCOKAs
cmoumocms  mepanuu. HecomHeHHbIM 0OCMOUHCMBOM Memooa SAGIAemcs

XOpouwiasi nepeHoCUMOCHb NO CPABHEHUIO C 20PMOHAIbHOU mepanueti [533, 534].

| PexomeHayeTcsi pACCMOTPEHHE COBMECTHO C HEWPOXHPYpPraMu BOIPOCa O
EJIeCO00PA3HOCTH ANEKTPOCTUMYJISAINK OY)KIAIOIIer0 HepBa ACTSIM C JIF00OM
dbapmakope3ncTeHTHON (GopMoit smwternicni TP HEAPHEKTUBHOCTH  OOBIYHO
MPUMEHSEMBIX MPOTHBOSMWICIITUICCKUAX TPEIAPATOB C IIEIBI0 abTEPHATUBHOTO

nedenus >muiencuu [350].



YpoBeHb yOeauTeIbHOCTH pexkoMeHaanuid B (ypoBeHb [10CTOBEPHOCTH

J0KAa3aTeJIbCTB — 2).

| PexomeHnmyetcsi onpeeicHue BO3MOKHOCTH HEHPOXUPYPTHUECKOTO
BMEIIATEIhCTBA  (PaAMKATBHOTO WJIM MAJUTMATUBHOTO) JIETSIM C  JIFOOOH
dhapMaKope3uCTEeHTHOM (opMOM smuiencuu 1pu  HEedOPEKTUBHOCTH OOBIYHO
MPUMEHSEMBIX MPOTUBOIMUICIITUIECKUAX MPEMAPATOB C IEIbI0 aTbTEPHATHBHOTO

JeuyeHus snuencuu [351].

YpoBeHb YOeAUTEJIBLHOCTH PpeKkoMeHAanmuii A (ypoBeHb J0CTOBEPHOCTH

J0KAa3aTeJIbCTB — 2).

KommenTtapuu: Pewums 6onpoc 0 mom, a61s1emcs U nayueHm KaHouoamom 0
PAOUKANBLHO20 HEUPOXUPYPIUYECKO20 BMeamenbcmed, y pebeHKa HYNHCHO Kak
MOJICHO paubule - KaKk MoabKO ONpeoensemcs, Ymo dNUNencusi He Yy8CmeumeibHa
K npomugosnuienmuyeckum npenapamam. Taxas «cnewka» o0vACHAemMCs meM,
Ymo yacmwle NPUCMYNbL MO2YN HeOOPAMUMO IUAMb HA KOSHUMUBHbIE (QYHKYUU
pebenka, a makdxce mem HAKmMom, UMO PAOUKAIbHOE XUPYPSUYECKOe
BMEUAmMenbCmeo Modcenm NOJHOCMbIO 8blleUUmb nayuenma u u3zoagums e2o om
Heobxooumocmu OAUMENbHO20 NpuemMa NnpomusocyoopoxicHou mepanuu. Cmpax
nepeo Heupoxupypeuyeckum eMeulamenrbCmeom 8 0aHHOM cliyyae He 0OO0CHOBAH,
Maxk Kak 6 KaxicooM UHOUBUOYANbHOM Clyyde Npu COBMECHHOM KOHCUIUYME C
Helpoxupypeamu 0yoym onpeoeneHbl KOHKPEemHble PUCKU BMeulamenpcmea U e20

L!€Jl€COO6pd3HOCI’I’lb.

Benenne wu seueHwe OKEHIIMH C OSOWIENCHEH BO BpeMs OEpeMEHHOCTH
MPEACTABIISIET CEPHE3HYI0 MEXKIUCIHUIUIMHAPHYIO MpodiieMy. ITo 00yCIOBIECHO €
OJIHOM CTOpPOHBI, PUCKOM ISl MaTepu U PeOEHKA B CBSI3U C HEKOHTPOJIUPYEMbIMU
AMUJICNTUYECKUMH TPUCTYTIAMHU, a C JPYrold — MOTEHUUAIbHO HEOIaronpusTHHIM
BnugHueM [IOIl Ha pasBuTHE TUIOJA: TOBBILICHHBIM PHUCKOM BpOXKIEHHBIX
Manb(popMaIiii ¥ HapylUIeHHeM KOTHUTUBHOTO pa3BUTHS. B cBs3u ¢ 3TUM 0colyto
BaXKHOCTh MPUOOPETAIOT BOINPOCHI IUIAHUPOBAHUSI OEPEMEHHOCTH Y JKEHILIUH C

SITUJIETICUEMH.



| PexomeHnmyeTcsi IUTaHUPOBaHUE OCPEMEHHOCTH Yy JKCHIIMH C SIHJICIICHEH Ha

dboHe cTONKOM MeAMKaMeHTO3HOM pemuccuu [352, 472].

YpoBenb yoOeaurTedabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

A0KAa3aTeJbCTB — D).

KommenrTapuu: Konmpons  npucmynogé 6o  epems  OepemeHHOCmMU — —
cmpameaudecku 8axcHas 3aoada. Y 2/3 oiceHwum ¢ dnuiencueud uacmoma
npucmynog 6o epems Oepemennocmu He Mmeusemcsa. (OOuaxo, nayuewmxa,
umerowas cyoopodicHvlll npucmyn 3a 1 mecay 00 Hacmynienus OepemeHHOCmU,
umeem  15-kpammuvlli  pUCK  NOBMOpEHUs. — NPUCMYNO8 8  MeueHue
oepemennocmu [353]. bez npucmynoe bOepemennocmv npomekaem y  80%
NayueHmox, KOmopvle HA NPOMANCEHUU O0O0HO20 2004 00 HACMYNJeHUs
bepemennocmu Haxoounucy 8 pemuccuu [354]. Ilepuoo pooos conpososcoaemces
npucmynamu ¢ 1 — 2% cayuaes bepemennocmeti npu snunencuu [355]. Haubonee
ONAcHbl 80 8peMsl OepeMeHHOCMU MOHUKO-KIOHUYeCKUe HNpUCmynvl, Kaxk C
@DOoKaANbHBIM HAYANIOM, MAK U C 2eHePANU308aAHHbIM Hayaiom. OHu npedcmasnaiom
HeNnocpeoCmeeHHyI0 y2po3y OJisl 300P08bsL U HCUZHU Mamepu U 0yoywe2o pebeHKa.
CyoopooicHble npucmynvl accoyuuposansvl ¢ SUNOKCUel/ayuoosom, acukcuel,
PUCKOM — AHMEHAMANbHOU  2ubenu  Niood,  BO3MONCHLIMU — KOSHUMUBHBIMU
napywenusmu [356]. Mamepunckas cmepmnocme 60 6pemsi bepemennocmu u
PO0008 V HCeHWUH ¢ dnuiencuel moxcem ovims 6 10 pa3z eviuie, uem 6 nonyiAyuu,
umo obycnoeneno SUDEP (8ue3anHoli HeOOBACHUMOU cMepmblo  OOJbHbIX
snunencuetl) U HeKOHMPOIUPYEMBIMU CYOOPOICHBIMU NpUCmynamu. /Jpyeue munvi
NPUCMYNO8 MeHee 8PeOHbl, HO MOo2ym OblMmb CEA3aHbl ¢ MPABMOU, 3A0EPIHCKOU
BHYMPUYmpooHo2o pocma u npexcoespemennvimu pooamu [357]. Takum obpazom,
2nasHbll mesuc 8 noiwv3y npumenenus 11911 6o epems bepemenHocmu — KOHMPOTL

CyOOPODfCHle npucmynose.

| Pexomennyercst yuuthiBaTh TepaToreHHb prick [1DI1 mpu 1uiaHupoBaHUH

OEpEeMEHHOCTH y JKSHIIMH ¢ dmujencuei [352].



YpoBenb yoOeaurTeqabHOCTH pexkomeHganuii C (ypoBeHb J0CTOBEPHOCTH

J0KAa3aTeJIbCTB — D).

Kommenrapuu: Bece 1211 6 oOonvuwel unu menvbuell cmenenu o061a0arom
HOMEHYUANbHLIM — mepamoceHuvim  dpgexmom. Ilo  oanmvim  KpynHetuie2o
Esponeiickoco pezucmpa snunencuu u OepemeHHOCmu 3a NOCieOHUe 200bl,
yacmoma nopoko8 passumus niooa na monomepanuu 11311 ¢ cpedonem cocmasuna
4,4%, Ha nonumepanuu 6,5% (no cpaswenuro c obwei nonyaaiyueu: 2 -
3%) [358]. Pucku onss nnooa, ewvizeéanmnvie 6ozoeiicmeuem onpedenennvix 11911,
BKIIIOYAIOM 3A0EPHCKY GHYMPUYMPOOHO20 POCMA, CEPbE3HblE BPOHCOCHHbBLE NOPOKU
PA38UmMuUsl, He2amusHoe GIUAHUEe HA KOSHUMUBHblE CHOCOOHOCMU NOMOMCMEA U
NOBBILEHHBIN PUCK HAPYWEHUU Heuponcuxuieckozo paszeumus. Banenpoesas
Kucroma™* accoyuuposama ¢ CAMbIM  8bICOKUM PUCKOM  UHOYYUPOBAHUS
8POJHCOEHHbIX Mabpopmayull (8 cpeonem, 6onee 10%); makoce 6o30elicmaue
8a1bNPOEBOU KUCIOMbL ™ * HYMPUYMPOOHO Hecem 3HAUUMENbHbIU PUCK PA3GUMUSL
KOCHUMUBHBIX paccmpoiicmg y demeu - 00 30 - 40% (nanpumep, paccmpoiicms
AYMUCMUYECKO20 — CNeKmpa,  3A0epicKa  peuesoco  pa3eumus,  CHUMICEeHUe
unmesniekma, nosedenueckux paccmpoiicms u op.) [359)]. Tepamoeennviii s¢ghgpexm
8AILNPOEBOU KUCTOMBL** umeem 00303A8UCUMDILL XApaKmep Npu NPUMeHeHUU Kax
6 MoHomepanuu, maxk u 8 Komounayuu c opyeumu I[I13I1. Denobapouman™* u
Gpenumoun™* accoyuupoanvl ¢ NOGLIUEHHBIM PUCKOM  KapOUOIO2UYECKUX,
VPOCEHUMANbHbIX U Opyeux Manvgopmayuii, monupamam** - ¢ noswvlueHHbIM
PUCKOM OpOPayuanbHbIX pacyenut («8014bs nacmovy, «3aaussi 2yoay»), 8 mo epems
Kak O JaMOMPUOINCUHA, nesemupayemama**, okckapbazenuna**,
kapbamazenuna** suauumvlx accoyuayuil He ewvisasieno [360]. I[lonumepanus
accoyuupogana c bonee 8blCOKUM PUCKOM, YeM MoHomepanus. /i 6o1vuuncmea
1IDIl ommeuen 0o0303as8ucumviii mepamozenHvili 3Qpghexm. Jlamompuodicun u
negemupayemam** aenaromes Haubonee b6ezonacHvimu uz ucciedogannwix 11311 6o
8pems. OepeMeHHOCmU, MaK KAk OHU He C8A3aHbl C HNOBbIUEHHbIM DPUCKOM
BDOINCOEHHBIX MATbGOpMAYULl NO CPABHEHUIO C 0OWENONYIAYUOHHBIMU PUCKAMU.

Hocmynnaa ungopmayus ne noomeepicoaem pucku O0Jisi pebeHKd, CEA3aHHble C



KOCHUMUBHbIM ~ PA38UMUEM, OOHAKO HeoOX00umMo OdlbHelee UCCIe008aHUe

dannozo eonpoca [352].

| PexoMeHayeTcsl IPOBEICHNUE MPEArPaBUAAPHON IMOATOTOBKH KCHIIMHAM,

cTpadaroimum snuiencuei [361].

YpoBenb yoOeaurtesbHOCTH pexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

J0KAa3aTeJIbCTB — D).

KommenTapun: Coenacho cospemenHbiM NPUHYUNAM OUOIMUKU, 8CE HCEHUJUHDL C
anunencuel, niaHupyiouue bepemeHHoCnyb, UHPOPMUPYIOMCS Nedauum 8PAYOM O
B03MOJUCHLIX OCIOJNCHEHUAX OepPeMEeHHOCMU U SNUNEeNCUl, NOBLIULEHHOM pPUCKe
BDOJCOEHHBIX NOPOKO8 pPA3BUMUS, BEPOSMHOCMU  HACIe008aHUsT PeOEeHKOM
nUnencul, 0 KOMNJIAEHMHOCMU K Jle4eHUI0 U Op., 0 Yem OOJCHA DblMb 3aNUch 8
MeOUYUHCKOTL 0oKyMeHmayuu (ungpopmuposanuoe
coenacue) [362]. Ilpeoepasudapuas nodzcomoska ocywecmensiemcsi 6 MmeCHOM
compyoHuyecmee  NAYUEHMKU U ee  POOCMBEHHUKO8,  8paia-Hespono2a
(anunenmonoea), 8pava-axKyuwepa-eunekonoeaa, spada-eenemurxa. OcHoeHas 3a0a4a
8paua-Hesponoea - ONMUMUZUPOBAMb mepanuilo euje 00  HACMYNIeHUs
bepemeHHOCmuU, 000UMbCs CMOUKOU pemuccuu 3abonesanus Ha @oune npuema
MUHUManoHo 3pgexkmusnvix 003 IOl ¢ MuHUMANLHBLIM  MEPAMOLEHHBIM
agpgpexkmom. QOyenka u KOppeKyus JeKAPCMBEHHOU Mmepanuu  HCeHujuHe,
niaauupyroulei. bepemeHHoCcms, Q0IHNCHA NPOBOOUMbCSL He NOo30Hee, yem 3a 3 - 6
mecayes 0o savamus. B cuyuae nesoszmoorcnocmu ommenvt IIDI1 cnedyem
HA3HAYUMb  MOHOMEPANnuilo  UHOUBUOYANIbHO NOOOOPAHHLIM — NPEenapamom 6
MUHUMANBHOU 003e, N03801dI0Well 3PHexmueHo KOHMPOIUPOBAms NPUCHYNbL
snunencuu. B ceasu ¢ HedocmamouHviM KOAUYECMBOM OAHHBIX O GIUAHUU
nogetiwux 11911 na nnoo u pebenka, ux nazuadenus ciedoyem uzoecamo. C yenvio
NPOPUAGKMUKU ~ BPONCOEHHBIX AHOMANUL  pA36UMUs NOKA3AHO HA3HAYeHue
Gonuesou kucromul** 3 - 5 me/cym na smane nianupo8anusi bepemeHHOCmu U 00
13 neoenv 6epemennocmu [363]. [loxkazanus k eviHawueanuro OepemeHHoCmu:

cmotuKast MeOUKAMEHMO3HAS pemuccusd 3a6OJZ€6(ZHM}Z,' Cy6KOMI’l€HCCH4u}Z



3ab0nesanusi ¢ peOKuMU dnuienmudeckumu npucmynamu. I[Ipomueonoxkazanus x
BLIHAUUBAHUIO OepeMeHHOCmU. hapmaKope3ucmenmuas ¢opma 3a601e6aHus ¢
YacCmeIMy  SNUAENMUYECKUMU NPUCMYNAMU, CMAMYCHOe meyeHue IdNUiencuu,

HAIU4Ue 8bIPANCEHHLIX Ncuxuyeckux paccmpoticms [361].

| PexomeHmyeTcsi JaMOTPU/DKUH ~ JKEHIIMHAM  PEMPOIYKTHBHOTO  BO3pacTa,
IUTAHUPYIOMUM OepEMEHHOCTh, JJIS JIeueHUs (POKANbHBIX W TE€HEPATM30BAHHBIX

SMUJICTICUNA B pekrMe MOHOTepanuu [364].

YpoBeHb YOeAUTEJIBLHOCTH PpeKoMeHAanmuii A (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJIbCTB — 2).

KomMeHTapuu: tamMompuodicu  OOdCeH HA3HA4amvcsi npu  OepemenHocmu
MONILKO 8 MOM Clyyae, eciu 0XCuoaemas mepanesmuieckas noib3a npesviuiaem
nomenyuanohvlli  puck. DQuauonocudeckue UMEHEeHUs, pa3suearwuecs npu
OepeMeHHOCU, MO2Yn OKA3bl8amyb GIUSHUE HA YPOBEHb JIAMOMPUONCUHA U/UTU
e20 mepanesmuyeckuil d¢pgpexm. Hmeromesa oannvle 0 CHUNCEHUU KOHYEHMPAYUU
JAMOMPUOdICUHA, HauuHas ¢ KoHya 1 mpumecmpa bepemenHocmu Oonee, yem Ha
50%, umo mpebyem npogedeHus MepPanesmMuUiecKko20  J1eKapCMEeHHO20
MOHUMOPUHEA U KOppeKyuu 003 60 epemsi bepemenHocmu. Jlamompuocun 6
PA3IU4HOU  CMeneHu NpoHuKaem 6 2pyoHoe MOJIOKO, O0Owull  YpoBeHb
JAMOMPUONCUHA Y MAAOEHYe8 Modcem oocmuzcamsb npumepro 50% om ypoeus,
3apezucmpuposanto2o y mamepu. Heobxooumo coomnocumv nomenyuaivHyio
nONb3Y OM KOPMJIEHUs 2PYOHbIM MOJOKOM U BO3MOMNCHbIUL PUCK DA3GUMUSL
nobounvix 2¢pgexkmos y Mmuadenya (UHCMPYKYus nO Med. NPUMEHEHUIO

JIAMOMPUONCUHA).

| Pexomenmyetcsi ieBeTupaneraM** SKCHIIMHAM PENPOJYKTHBHOTO BO3pacTa,
IUTAHUPYIOIIUM O€PEMEHHOCTh, JJIsl JieueHUsl (DOKaJbHBIX IMHICIICUI B PEXUME

MOHOTepanuu [365].

YpoBeHb YOeAUTEJIBLHOCTH PpeKkoMeHAanmuii A (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJIbCTB — 2).



KommenTapumu: Jlesemupayemam™*  mooucHo NPUMEHAMb 80 epems
bepeMeHHOCMU, eciu NOCle MUamenbHOU OYEeHKU e20 NpPUMeHeHUe NPU3HAemcs
KAUHUYECKU HeoOX00UMbIM [Hncmpykyus ons  meo. NpUMeHeHUs
nesemupayemama®*]. Bo epems bepemeHnHocmu HeoOX00UMO KOHMPOIUPOBAMb
YpOoBeHb KOHyeHmpayuu Jjlegemupayemama™* @ Kpoeu, NOCKOIbKY OH MOXcem
cHudxcamocsi bonee, yem Ha 50%. Coodepocanue nesemupayemama™** 6 epyonom
monoke docmueaem 90% om xonyewmpayuu 6 kposu mamepu. Heobxooumo
COOMHOCUMb  NOMEHYUANLHYIO NONb3Y OM  KOPMJEHUs 2PYOHbIM MOJIOKOM U
B03MOJNCHBIU PUCK pa36Umusi NOOOYHLIX 3PheKkmos y miaoenya (UHCMPYKYus no

MeO. NpUMEHEeHUIO).

| He pexomenmgyercsi BaIbIpoeBas KUCIOTa** IKEHIIMHAM PEMPOJTYyKTHBHOTO

BO3pAaCTa, MIIAHUPYIOIIMM OEPEMEHHOCTD, IS JIeYeHUs snuiencun [365].

YpoBeHb YOeAUTEJBLHOCTH PpexkoMeHAauuid A (YypPOBeHb JOCTOBEPHOCTH

I0KA3aTeJbCTB — 2).

Kommenrtapuu: ¢ 2019 2. Poccuiickou IIpomusosnurenmuueckou Jlueou npunam
00KyMeHm 00 02panudeHuu UCNOIb308AHUS 8AILNPOEBOU KUCIOmbL™* 1 0egouek u
JHCEHWUH penpodykmueno2o eozpacma [289]. B Hem coeopumcsa o mom, umo
npenapamul, cooepoiicawyue 8arbnpoesdylo  Kuciomy** — o6onvuie He O0NHCHBI
UCNONIL3068AMBCSA HCEHWUHAMU UTU 0€8OUKAMU C 0emOpPOOHbIM NOMEHYUAIOM 34
UCKTIIOYeHUeM  clydaes, Koeoa  Opyzue  Memoovl  Hedpgdekmueuvl  Ulu
npomusonokasamsl. IIpednosicena npocpamma npeoynpexicoenus b6epemeHHocmu,
Komopas npeodycmampueaem nposeoenue UHOUBUOYATLHOLL OYeHKU
obcmosmenvbcme HA3HAYeHUs: NPenapamos 8anbnpoesoll Kuciomsl™* 6 xasxcoom
KOHKpemHoM caydae. llpoepamma mpebyem, umodvl nayuenmku nOONUCAIU

O3HAKOMUMENbHYIO (hOpMY NOOMEepIHCOeHUs: pucka (UHGopMmuposantoe coeracue).

| Pexomenayercst poaueBas  KucaoTa**  KCHINMHAM  PEMPOIYKTHBHOTO
BO3pacCTa, MJIAHUPYIOMUM OCPEMEHHOCTD, IS MPOPUIAKTUKA TTOPOKOB Pa3BUTHUS

mioaa [352].



YpoBenb yoOeaurTeqabHOCTH pexkomeHganuii C (ypoBeHb J0CTOBEPHOCTH

J0KAa3aTeJIbCTB — D).

Kommenrapun: Muenusi uccreoosameneii. OMHOCUMENbHO NPOPUIAKMULECKO20
HazHavenus: ¢honuesol Kuciomol** 6o epems OepeMeHHOCmU JHCEHWUHAM C
snunencuetl, NPUHUMAarOUWUX 110311, NPOMUBOPEUUBHI. IIpocnexmusHule
UCCe008AHUSI He NOOMBEPOUNU CHUNCEHUS. PUCKA MAlbpopmayull Ha GoHe
npeseHmusHo20 npumenenusi Goauesou kuciomol** [366, 367]. Omoenvhvie
UCCNEeO08AHUSL  OMMEUAIOM NOZUMUGHYIO POlb  NPOPUIAKIMUYECKO20 Npuema

Gonuesot kuciomul ** na kocnumuenyio cghepy pedenxa [368].

s npogurakmuku mepamoeennvix d¢hghexkmos, cea3aHHLIX ¢  Oeduyumom
gonuesoii kucromul**, nHa smane nianuposaHus bepemeHHoCmu u 00 OKOHYAHUS
nepeoco  mpumecmpa 0OepeMeHHOCMU  peKoMeHOyemcs npuem  goauesou

Kucromol** ¢ cymounot 0osze 5 me/cym [363].

| PexomeHayeTcsi rpyJJHOC BCKapMJIMBAaHUE IKCHIIMHAM C  DIHJICTICUEH,

npuauMaromum 1311, ecny mo3BOJIAET COCTOSIHUE HOBOPOKAECHHOTO [352].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

0KAa3aTeJbCTB — D).

KommenTtapun: Pewenue 0 803MOMCHOCMU — 2PDYOHO20 — BCKAPMIUBAHUS
NPUHUMAEMCS 8 KANCOOM KOHKDEMHOM Clyuyae UHOUBUOYATbHO NOCIe OYEHKU
COCMOAHUS HOBOPONCOEHHO20 HEeOHamono2oM. B nacmoswee epems cuumaemcs
B03MOJICHBIM NPOU3BOOUMb 2PYOHOE BCKAPMIUBAHUE HOBOPOMNCOEHHBIX, Mamepu
KOMOpulX npuHumanu 6o epemsi bepemennocmu [I13I1 6 eude monHomepanuu u
NPOOOINCAIOM UX HNPUHUMAMbL 60 6peMsl 2pyOH020 KopMaenus. Pezynvmamol
MHO20YUCTIEHHBIX UCCAe008AHULL HE YCMAHOBUIU ompuyamenbHo2o eauanus 11911

Ha HeﬁponcuxOJzoeuueCKoe paseumue maxkux Ooemell.

Oxka3zanue MeI[I/IHI/IHCKOﬁ noMoOoIm ManUEHTY € IMUWICHTHYCCKUM CTATyCOM

(00mme meponpuATHSA)



'HpI/I OCTAaHOBKEC JbIXaHHA W/ M KpOBOO6paHICHI/I}I HCO6XO,Z[I/IMO MMPpOBOAUTH

CEP/ICUHO-JIETOYHYIO PEAaHUMAIIHUIO.

*Bo BpEMs IIPHUCTYIIA H€06XO,Z[I/IMO CJICOAUTb 3a MPOXOAMMOCTBIO JbIXAaTCIbHBIX

Iy TEN.

*ObecrieunTh  TOJIOKEHWE  OONMBHOTO  HAa  OOKy,  TIpemoTBpaIiaroiiee
camoTpaBMaTHu3alui. Ilepconan  yaepkuBaeT OosibHOrO, yoOeperas OT
JOTIOJTHUTEIHHBIX YIIHOOB W TOBPEKICHHIA, TOJIOBY ITallHEHTa TOBOPAYHUBAIOT
Ha0OK, MOAKJIAABIBAIOT MO TOJIOBY MSTKUM MPEAMET; IS0 U TaJIHI0 OCBOOOKIAIOT

OT CTCCHCHHA BOPOTHHUKOM, T'aJICTYKOM, PEMHCM.

*Bo Bpemsi TpaHCHOPTHPOBKM HEOOXOAWMO MPOBOJUTH IOBTOPHYIO CaHAIUIO
JBIXATENbHBIX MyTEeH - aCIUPaLUI0 COACPKUMOTO TIOTKH, TOpTaHu, Tpaxeu. s
NpeaypeKACHUS 3analaHus sI3bIKa U MO KaHUS TIPOXOIUMOCTH JIbIXaTeIbHBIX
nyTel BBECTH BO3AYyXOBOA (Tipu ypoBHe co3HaHusi menee 8 OamioB mo LIKI) u

IMPOBOJUTH OKCUTCHOTCPAITHIO.

[Ipu okazannu nomouu oueHuBarOT AJl, COCTOSHHE CEpIEYHOr0 PUTMA, YaCTOTHI
JBIXaHUs, YPOBEHb IIIOKO3BL. [Ipy ImpOoaoIDKaOIMUXCs CyA0porax 3TH IapaMeTphl
MOHHUTOPUPYIOTCSI M TMpPH HEOOXOAMMOCTH Koppurupyworcs. [lpu nHamuuun
IIPOMEKYTKOB MEXIY apOKCU3MaMHU HALUEHTY yCTaHaBJIUBAECTCS
HA30racTpaJbHbI 30HJ, MOYEBOW Karerep, BHYTPUBEHHBIM MOpPT (Karerep) B

KyOUTaJbHYIO WU [IEHTPAIbHYIO BEHY (IPEMHYIO, MOAKIIOUNYHYI0, OCIPEHHYIO).

Cnocoo RPpUMEHEHUA U 0030l JleKapCcmeeHHblX cpeocme, UmMernuwuxcs 6 Haiuiuu

¢ PO

| Pexomenayercst npuMeHeHre auasenama** mma  kynupoBanus OCCII y

B3pOCIbIX [6, 369].

YpoBenb yoOenurTeabHocTH pexoMeHaanuii C (YpoBeHb [JA0CTOBEPHOCTH

A0KA3aTeJIbCTB — 5).



KommenTapumu: /Juazenam™* esooumcs 83pocivim no 2 Mi HA U30MOHUYECKOM
pacmeope Hampus xnopuoa** 10 mn 6/6 meonenno (ne bvicmpee, uem 3a 5 MuH).
IIpu 60nee 6vicmpom 66edeHUU 803MONCHA OCMAHOBKA ObIXaHUs, cHuxcenue A/l u
cedayusa. Hcxoonass ooza 0,15 - 0,2 me/ke, maxcumanvro 10 wme. Ilpu
HeahhekmusHocmu nepeoco 66e0eHUsL BOZMONCHO OOHOKPAMHOE HNOBMOPHOE
ssedenue yepes 10 mun. Ilpu nanuyuu #ouazenama 6 gude peKmaibHO20 pacmeopa

B03MOJCHO €20 npumeneHue per rectum 6 0o3ze 0,2-0,5 me/xe.

Pexomenayercsi npuMeHenue #mugazonama**  nus  kynupoBanus OCCII y

B3pOCIbIX [6, 369].

YpoBenb yoOeautesbHOCTH PpexkoMeHaauuid C (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJIbCTB — 5).

Kommenrapuu: Ilpenapam esooumcsi 6/m oonokpamuo 6 0oze 10 me npu macce
mena oonee 40 ke u 5 me npu macce 13 - 40 ke. Muoazonram™* ons 6/m npumenenus
NOKA3aJl JIyyuiue pesyibmamvl 8 CPAGHEHUU C J10pA3enamom OJisl 6/8 NpuUMeHeHUs
ona  kynuposanusi OCCIlI Hna  Oococnumanvrom smane  [480]. Ilpu
Hanuyuy #muoazonama 8 suoe 3auedHo20 pacmeopa OH Modxcem Ovlmb NPUMEHeH

makoice 8 00HOKpamHou 0o3ze 10 me.

| PexomeHayeTcsi IpUMEHCHHE BaJbIIPOCBON KUCIOTBHI** JJIi BHYTPHUBCHHOTO

BBEJICHHUS C LIeNbI0 KynupoBaHus JC y B3pocibIX [6, 369].

YpoBenb yoOeautesbHOCTH PpexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

I0Ka3aTeJIbCTB — D).

KommenTapumu:. /[na 6vicmpoco 0ocmudiceHusi KOHYEHMpayuu npou3800Umcs
BHYMPUBEHHOE B88e0eHUe BaNbNnpoesou Kuciomol** 6 doze 15 me/ke 3a 5 mun c
nocneoyroueii ungysueil co ckopocmoto 1 me/xe/u. B xauecmee un@ysuonroeo
pacmeopa Ucnoib3yemcs U30moHu4ecKull pacmeop Hampus xaopuoa™*. CpedHue
cymouHvle 003bl cocmasnsarom 20 me/ke y 63pOCHbIX U HONCUNBIX NAYUEHMOS,
maxcumanvuvle — 40 me/ke. Hausvicwasn cymounas 0oza cocmasasem 3000 me ons

B3POCIIbIX. HpomueonoxawHuﬂMu K npumeHeruro npenapama  A6JNAIMCH.



msicenvble NOPAadNCeHUsi NeyeHU, MUMOXOHOPUATbHbIe 3a00/1e8aHUSA, NeYeHOUHAs
nopgupus. Ilpu e6sedenuu npenapama HeoOXO0UMO NOMHUMb O PUCKE
MOKCUYECKO20 NOPAdXCEHUsI NeYeHU U HNoO0dHCceryO00uHol xcenezvl. Takoce OH
Modrcem 8vi386amsv mpomooyumonernuro. Crnedyem ¢ 0CMOPONCHOCMbIO NPUMEHSMb

npu 6HympuyepenHvlx Kposousausnusax [369].

| Pexomenayercsi npuMeHeHHne — #ueBerupanerama** s BHYTPHUBEHHOTO
BBEJICHUS B CUTYyallMM HEBO3MOXXHOCTH TMPUMEHEHHs] TEepOpaIbHBIX (HopM
npenapara, uto Habmonaercs npu ICCII y B3pocnbix [6, 369]. JleBeTupaneram™*
IPUMEHSETCS B Tepanuu (POKaIbHBIX MPUCTYTOB ¢/0e3 mepexo/ia B OuaTepaabHbIe
TOHMKO-KJIOHUYECKHE, IPU MUOKJIOHUYECKUX MPUCTYIaxX, IPU FeHepaIu30BaHHbIX

TOHUKO-KJIOHMYCCKUX.

Yposenb yoOeaureabHocTH pexkoMeHaanuii C (YpoBeHb [JA0CTOBEPHOCTH

A0Ka3aTeJIbCTB — D).

Kommentapuu: #/lesemupayemam™™ ons 6/6 66edenusn ogpuyuanvHo He paspeuieH
Kk npumenenuro npu IC, o0Haxko nockoabky npu IC He803MONCeH NepopanbHblil
npuem, COOMeemcmeeHHO ¢ MOl Yeblo npenapam ModHcem Ovlimsb NPUMeHeH 6/8.
llepeo  npumenenuem #resemupayemam™™ onsi  6/6  66edeHus  He0OXOOUMO
pasbasums pacmeopumenem oovemom He menee 100 mn. Beoosam 6/6 b6onocHo 6

meuenue 15 munym 6 0o3ze 40 - 60 me/ke, maxcumanrbHas ¢

ymounas 0oza cocmasisiem 4500 me. Maxcumanvhas ckopocms 6sedenus - 500
me/mun. [lpomusonokazanuamu K npumMeHeHur0 npenapama AGNAemcs msixceioe

noueunas HedoCmamo4HoOCMo.

| Pexomenayercsi npuMeHeHHe #llakocaMuaa™** 1isi BHyTPUBEHHOTO BBEJICHUS B
CUTyallud HEBO3MOXXHOCTH NPHUMEHEHHUs MEepOopasbHbIX (GOpM Impenapara, 4TO

HaOmomaetcs mpu DC y B3pocibix [369].

YpoBenb yoOemurtenbHOCTH pexkoMeHaanuid C (ypoBeHb J0CTOBEPHOCTH

A0Ka3aTeJIbCTB — 5).



Kommenrapuu: #/lakocamuo™** oguyuanvno He paspewien K npumMeHeHuo npu
IC, oonaxo nockoavky npu OC  HEBO3MOJCEH NEePOpPAlbHbIL  Npuem,
COOMBEMCMBEHHO C YMOlU Yelblo npenapam modxcem Ovims npumeHner 6/8. llepeo
NpUMEHeHUueM J1aKoCAMUoO HeoOX00UMO pazsecmu 8 U30MOHUYECKOM pAcmeope
Hampusi xaopuoa**, aubo pacmeope enoxozvl. Mo2ym 0Ovimb UCNOIBL30BAHBL
MUHUMATbHBIE Haepy3ouHvle 003bl 200 - 400 me npu ckopocmu esedenus 3a 15
MuH. Maxcumanvnas cymounas 0oza - 600 me npu Haugvicuiel CKOpoCmu
6gedenus - 50 wme/mun. Ilpomusonoxkazamusmu K HNpUMEHEHUIO npenapama

saensomes: A-V 6noxaoa Il - 11l cmenenu, so3pacm 0o 16 nem.

| Pexomenayercst npumeHeHre #upomodona** i kynupoBanuss OC y
B3POCTBIX B CHUTyallud, KOTJa MPOW3BOAHBIE OeH3omuazemmaa u B/B [IDI1

okazanuchk Hed(PekTuBHHI (Ipernapat 3-i ouepeau Beidopa) [6, 369].

YpoBenb yoOeauteabHOCTH PpexkoMeHaauuid C (ypoBeHb J0CTOBEPHOCTH

A0KAa3aTeJIbCTB — D).

Kommenrapuu: #/Iponoghon** npumensemcs 6onrocho 1 - 2 me/ke (603M0AHCHO
NOBMOPHOE BBedeHUe) ¢ Nociedyowelt NoCmosHHoU ungysuen 2 - 12 me/xe/u.
(NOBBIUEHHASL OCTMOPOICHOCHb NPUMEHEHUSL ONPABOAHa npu 0o3e bonee 5 me/ke/y).
Ilpenapam sensemcs anecmemukom ¢ O4eHb ObLICMPLIM NEPUOOOM NOJLYIHCUSHU.
Moowcem npusooums K KapOuopecnupamopHou Oenpeccuu, Henpou38oibHbIM
O0BUdICEHUSIM, PUCKY  CUuHOpoma uH@ysuu #nponogora** (ocobenno npu
ONIUMENbHOM UCNONb3068AHUU, CUHOPOM BKIOYAem 8 cebsi cepOeyHOo-coCyOUcCmublil
WLOK, IaKmamayuoos, cunepmpueiuyepudemuro u paboomuonus). Ilpu npumenenuu
nponogona ciredyem muyamenbHO OYEHUBAMb CONYMCMEYloujee UCHONb308AHUe
AOPEHOMUMEMUKOB, 2TIIOKOKOPIMUKOCMEPOUOO8 U UHSUOUMOPO8 KapOOaH2UOpAa3bi.
Ilpu onumenvroti unghyzuu (> 24 — 48 1), cnedyem esxceOne8HO MOHUMOPUPOBAMb
pH, kxpeamungocghorxunasy u yposenv nakmama 6 Kposu 0l paHHeu OUa2HOCMUKY

cunopoma unghyzuu nponogoia.



Kombunayus #nponoghona™* u #muoazonama™** 6 nenpepwignoti unghyzuu moocem
CHU3UMb mpebyemyro 003y U Yayduums npoduib nodouHvix d¢dexkmos npu

pasHotl ¢ pexmusnocmu [369].

| Pexomenayercsi npuMeHeHHEe #THoNeHTaNA HaTpusa™* st kynupoBauus OC y

B3POCIIBIX - IIpernapar 3 ouepeau Beioopa [6, 369].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

A0Ka3aTeJabCTB — 5).

Kommentapuu: #Tuonenman nampusa™** npumensemcs 6omocno 1 - 3 me/ke
(603MOJICHO NOBMOPHOE 88edeHlUe) ¢ Nocaedyowell NOCMOSHHOU uH@y3uel 3 - 5
me/ke/u.  Aeonucm  TAMK-A  peyenmopos.  Obradaem — 8blpadNCEHHLIM
NPOMUBOINUTENMUYECKUM OeliCEUeM, CHUdMcAem 6HympuuepenHoe OasileHue U
NOHUdICAem memnepamypy mena, O0OHAKO U3-3d PUCKA MANCENbIX NOOOUHBIX
aghghexkmos npenapam credyem 3ape3epeuposamv  Oni  MANCENbIX  CAYYaes
peppaxmepnozco cmamyca. #Tuonenman Hampusa™* modxcem vl3618amsv MAAHCELYIO
PECRUpamopuylo U cepoeyHo-coCYOUCYI0 0enpeccuio, CKIOHeH K KyMyaayuu
(npoosienue 8pemeHu 80CCMAHOBNIEHUs U NPOOOIHCUMENLHOCb UHMYOayUuu nocJe
OMMEHbL), UMeem PUCK pa3eumusi nape3a KUUeyHUKa, UMMYHOCYNpeccuu, omexa

a3vika u euneprampuemuu,; unoykmop CYP-P450.

| Pexomenayercsi npuMeHeHne #ketamMmuHa™* s kKynupoBanus JC y B3pOCIBIX

- mpenapart 3 odepenu Beibopa [6, 369].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

A0Ka3aTeJIbCTB — D).

Kommenrapuu: #Kemanun™* npumensemcs 6omocno 0,5 - 4 wme/ke c
nocnedyroueii nocmoannou ungysuei 0,33 - 5 me/xe/u. Aumazonucm peyenmopa
N-memun-D-acnapmama (NMDA). He 6wvi3vigaem KapouopecnupamopHoli
denpeccuu, HO 001a0aem CUMNAMOMUMEMUYECKUM OeUCEUeM, MON*CEM Bbl36amb

maxukapouro u opyaue apummuu, dacucmonuro, nosviuenue AJl, yeenuuenue



BHympu4iepenHozco 0616]Z€HM}Z,' pedko ucnojibzyemcsi 6 Kavecmee MOHoOmepanuu,

00bIYHO couemaemcst ¢ NOCMOAHHOU UHDY3Uell OpY2020 aHeCmemuKa.

Ha npaxmuxe mepaneemuueckuii 86100p npenapamos u ux KOMOUHAYUL 3A8UCUM
om p0a hakmopos, 0CHOBHbIMU U3 KOMOPBIX AGNAIOMCA IMUONO2US, CEMUOLOUS,

cmaous u meuenue IC [6].

KynupoBanue ICCII y B3poCJabIX OCYIIECTBJISETCA IO CJeIYIOUeMy

AITroOpuTM™mMYy:
Ha norocnurajbHOM JTane

Hapsiny ¢ mpoBeieHnem o0OmMIMX MEpPONPUATHN, €CIM HA MOMEHT OKa3aHHUs
MIOMOIIIM B3pPOCIOMY MMeEETCS KIMHUYECKasi KapThHA Pa3BEPHYTOrO CyJIOPOKHOTO
npucTyna, HeoOXOANMMO B/B MEIJICHHO BBECTHU IMpENapaThl «IEpBOil ouepenn» u3
IPOM3BOJHBIX OCH301Ma3eNMMHOB — Auazenam™™* B go3e 10 mr. Takxe MoryT ObITH
UCTIOJIb30BaHbl TMpemnapaThl «BTOPOH ouepean» - BaJlbIIpoeBas KHUCIOTa*™* s
BHyTpuBeHHOTO BBeaeHus 20 - 30 mr/kr, crapToBas go03a JUIsl B3POCJIOro, Kak

npaBuio, coctapiysier 1000 mr [6].

Eciu uyepes 10 mun mnocne BBenenus [IDI1 cymoporum He mnpekpamarorcs,

YIIOMAHYTBIC ITPCIIAPaThl BBOAATCA B/B ITOBTOPHO.

Ecnu cratyc He kynupyercs cIycTss 15 MHH IOClI€ Ha3HAY€HHUs IpenapaTroB
«BTOpoil ouepeau - IIOIl», npuxoautcs mpuOErartb K HMCHOJIb30BAHUIO
MEPOIPUITHIA «TPEThEHl odepean», K KOTOPbIM OTHOCSITCSI MHTAJISILMSL CMECHIO C

MOBBILICHHBIM COJIEp’KaHuEeM #KUCIIOpO/a U B/B BBEICHUE aHECTETUKOB [6].
Jlpyrue Heo0Xo0AMMble MepPONIPUSTHUS

OnHOBpEMEHHO C  JIeKapCcTBaMHM W TIpHUEMaMH, HEOOXOTUMBIMHU IS
HETIOCPEJCTBEHHOTO KYNMHUPOBAHMs CTaTyca, B psA€ CIy4acB MPUXOJAUTCA
npuberath K HA3HAYCHHUIO TMPENapaToB, KOPPUTHPYIOMUX WM JIMKBHIAPYIOIINX
COITyTCTBYIOIIME TMATOJIOTUYECKUE MPOILECChl WM COCTOSIHUS, OOYCIOBIICHHBIC

CTaTyCOM:



- 1pU  apTEepUAIbHOM TUIEPTEH3MHM, COMPOBOXKAAIOUICHCS  TaxuKapJaueH,
Ha3zHa4yaeTcs MponpaHoyion™*™ mo 40 Mr 2 pa3za B CyTKM B 3aBUCUMOCTH OT YPOBHS
Al u YCC u moxet ObITh yBenuueHa 10 320 Mr B CyTKH; TaOJETKU pa3MenbyuatoT
U C HEOOJIbIIMM KOJMYECTBOM BOJBbl BBOAST B 30HJ B IMPOMEKYTKE MEXKIY

CyZ10pOraMu;

*IpU  apTEPUAIBHON  TUIEPTEH3UH, COMPOBOXKIAIOLIEHCS  Opaaukapauet,
HazHavyaerca Hupemunua** mo 20 — 40 mr B 3aBucumoctu ot AJl u UCC;

TaONeTKU pasMeiib4aroT C HEOOJIBIITUM KOJIMYSCTBOM BOJBI,

'nipu Opanukapauu Menee 50 yn/mun B/M BBoauTcs 0,5 mun 0,1% pactBopa

aTponuHa™™>;

'ipu runeprepmun B/M BBoauTcA 50% pacTBop MeTramm3oia HATpuUs (J103bI

HHAWBUIYAJIBHBIC, B 3dBUCUMOCTH OT KIMHUYECKOU CI/ITyaHI/II/I);

‘[P PE3KO TOJIOBHOM OONM, BO3HUKAIOUICH IMOCIEe KYMUPOBAaHHS CyAOpOT,
HA3HAYaIOTCs pa3IM4YHble aHaJIbIeTUKU; Haunbonee 3(P¢eKTuBeH Tpamamon™*: 1
karc. (50 mr) BHyTpb ¢ HEOOJIBIIMM KOJIMYECTBOM >KuAKOCTH. [Ipu oTCyTCTBHM

addekta B Teuenue 30 - 60 MUH MOKHO MPUHSATSH elle 1 Karcymy.

*IIPEOTBPAILIEHUE OTEKAa TOJOBHOIO MO3Ta, MPOTHO3MPYEMOTO MPH JIUTEIHLHOM
TeueHUn cyaopoxkHoro IC, mpeamnoiaraeT IeJbld KOMILUIEKC MEpONpUsTUN -
BO3BBILICHHOE MOJIOKEHUE TosoBel (= 30 rpaxycoB), nocTaTo4yHas cBOOOAA
JBIDKEHUS nuadparMbl, ONTHMAIbHBIE TapaMeTpbl apTepUATHLHOTO JABICHUS U
cepaeunoit nesrenpbHoctd (UCC u puT™M), TocTaTOuHAs OKCUTEHAIUs KpoBHU (1O
nokazarennto SpO2 95 - 99%), yctpaHneHure OOJIEBBIX ONIYLIEHUH, HOpMaIU3alUs

TEMIEpaTyphl TeJla, HOpMalu3alus TTMKeMUU B mipenenax 3 - 10 MMos/m.
KynupoBanue IC Ha rociuTAJILHOM JTale

OkazaHue MOMOIIM B CTAIIMOHAPHOM OTIECJICHUU CKOPOM MEAUIIMHCKON MOMOIIHU
IpeanojaraeT MpoAoHKEHUE MEPOINPUSATUN, HaIlpaBiICHHBIX Ha KYNMHPOBaHHUE
CYyJIOPO’)KHOTO CHHApPOMa M TMPOQPHIAKTUKY OCIOXHEHUNA. OIHOBpEMEHHO ¢

OKa33aHHMCM IIOMOIIM BBIITOJIHACTCA ,Z[I/IaFHOCTPI‘{CCKHﬁ KOMIIJICKC, HOSBOHHI-OHIHI?I



YTOYHUTh TPUYUHBI PA3BUTHUS CYIOPOXKHOTO cuHApoMa. HaumOoiiee Tskemnbie
MAalUEHThl C TPU3HAKAMU HApYLICHHOTO CO3HAHUS TOCHUTAIU3UPYIOTCS B
MEIUIMHCKHE OpraHU3allMM, OKa3bIBAIOIINE KPYIJIOCYTOUYHYIO MEIUIIMHCKYIO
noMonls. Ilpy TMOCTYyIJIEHMM OHM OCMATPHUBAIOTCS JEKYPHBIM  BpadoM-
HEBPOJIOTOM, KOTOPBIA COBMECTHO C BpPadyOM-aHECTE3MOJIOTOM-PEaHUMATOJIOIOM
OLICHHUBAET COCTOSIHME >KMU3HEHHO Ba)KHBIX (DYHKIIHI, O0Ilee COCTOsIHIE MaIeHTa,
HEBPOJIOTMYECKUH CcTaTyc (0OIIEMO3roBblE M OYaroBble CHUMIITOMBI, MPU3HAKU
pa3apaxeHus] MO3TOBBIX 000JIOUEK), pe3yibTaThl dJEKTpoKapAuorpaduu, aHaiusz
kpoBu (OAK, TpoMOOIUTHI, TJIOKO3a, MEXIYHApOJHOE HOPMAIM30BAHHOE
otHomeHne (MHO), akTUBMpPOBaHHOE YACTUYHOE TPOMOOIUIACTUHOBOE BpeMs
(AUTB). JlaGopaTopHasi JIMarHOCTUKa TO3BOJIIET TMOJYYUTHh JaHHBIE O
METa0O0JMYECKUX PACCTPOMCTBAX, COMPOBOXKIAIOMIMXCA KIMHUYECKOM KapTHHOU
NAapOKCU3MAJIBHOIO HApyIIEHHs CO3HAaHUS W cyAoporamMd (B IUIa3ME€ KpOBHU:
AIIEKTPOJIUTHBIE HAPYUIECHUSI, TUTIEPIIIMKEMUS], TUIIOTJIUKEMUS, TUITONIPOTEUHEMUS],
aHEeMMUsI, TOJUIUTEMUS, BOCHAIUTEIbHbIE M3MEHEHUS KPOBU W Jp.; B MOYe —
OeIoK, TIIF0K03a, alleTOH, SPUTPOIIUTHI, OAKTEPHH, MATOJIOTHYECKUE TpuMecH). J{is
YTOYHEHHUS 1epeOpalibHbIX MNPUYMH SIWIECNTHYECKOrO CHUHJpoMma (TpaBma,
OITyXOJIb M JIp.) OCYIIECTBIIACTCS MpoBeneHne KoMmmbioTepHoi tomorpaduu (KT)
WM MarHUTHO-pe3oHaHcHON ToMorpadun (MPT) romoBHoro mosra. B ocraiasHbIx
CIy4asiX MPOBOAUTCS YTOUHEHUE IMATHO3a dMHWIECHCUU. J[aHHbIE aHAMHE3a UMEIOT
[JIABEHCTBYIOLIEE  3HAYEHUE, DJIWIENCHI0  CIeAyeT  3alofO03pUTh  INpHU
MOBTOPSIOIINXCSI OTHOCUTEIIBHO CTEPEOTHUITHBIX MPUCTYyNaxX ¢ HEMPOU3BOJIbHBIMU

MOTOPHBIMH, CCHCOPHBIMHA WJIU IICUXUUYCCKUMU ITPOABICHUAMMU.

Tadauma 10. AjaropurmM npoBedeHHs MeIMKAMeHTO3HON Tepanuu IC

yB3pocJbixX [369] B atanTMpOBAHHOM BH/E K YCJI0BUAM



HavanuHbii 3C

Auaszenam B BMAE PEKTaNbHOID PAcTEOPE (MHKDOKMMIMbI) B 403!
AETAM maccod go 15 wr - Sur; gersm maccod Gonee 15 kr — 10 mr.
b0 Auasenam™* 4ng BHYTDHBEHHOMO ¥ BHYTDMMEILEYHOMD BEEOEHWS
Ha3naqyaeTcs: Jertam nocte 30 gHA MHIHH BAYTOHBEHHO megnenHo 0,1
- 1,3 Mryur H8 HAOTOHMYECKOM DECTEODE HATDHA XAopmga*® § TeueHMe
5 MUHYT 40 MAKCHM3NLHOH 40361 5 M

MugazomamM™**e/M, 8/6; B BHIE 33USUHOIND DACTEODA B PAIOE0R g038
neraM or 3 mec o 6 Mec (BxnrunTensHa) - 2,5 Mr; o 6 mec qo 1 rona
- 2.5 mr; or 1 roga qo 5 net (sxmounTensHo) - 5 mr; ot 5 g0 10 ner
(BrmiouWTENRHO) -7, 5 Mr; or 10 go 18 ner - 10mr.

#BanenpoesarR KMcnora*®, Ana  GeicTporo  JOCTHMWEHHA
KOHYEHTDAUMH MDOM3B0AWTCA BHYTDHBEHHOE BBEJEHME Banbnpoesoi
KHCTOTH** B go3e 15 MryKr BOAKCHD, 38TEM MHQY3HA CO CKopocTeio 1
My mmn [499, 500].

ECNH NpHUCTYNbI NEPCUCTUPYIOT

YcTaHOBMBLIMKACA 3C

#BanbnpoeBan KWCAOTa**qna 8/ BEenequa 25 - 40 mrjxkr, Maxkc
cxopocts 10 Mr/kr/mian

#MesernpayeraM** s/ GOANOCHD B TeYenne 15 MHHYT B gose 40 -
60 Mr/Kr, MaKcHManeHas CYTOYHaA [o3a cocTagnaer 2000 - 4000 mr.
MakcHMMansWan CKoOpoCTs BEEAEHKA - 500 MryMiH

#Makocamug** /s qoze 10 — 12 Mr/Kr nNpH CKOPOCTH HHBYIHM
O, dmrf iy Mmn

ECNH NpHUCTYNbI NEPCUCTUPYIOT

PedipakTepHbid 3C

Hecneuuduuyeckan TEpANUA: HOPMANW3ALKA
reMoanHaMHKK, AbIXAHKWA, uepebpaneHoro
meTabonuima, KLWFP, sogHo-3nexkTponyTHOro Ganadca,
EEMETATUEHLIX PACCTPOMCTE W Ap. NPOBEQOWTCA NO
MNPWHUMNEM pPeaHMMaUWOHHOre  OTOENSHWA. Ha
roCNUTaneEHOM 3Tane noka3ad HenpepsleHmd 330
MOHHMTOPMHI,

PoxanbHbIA 3C FreHepanuIoBaHHbIA 3C

MoBETOpHUTE TEPanUIa MpoponuTs AHTUINHAENTHYECKYID

ETOPOKW NUHKK TEPanHIo,.

(#eanenpoesan BuiGpate w3z B/B npenapatoB 3

KMcnoTa*®, NHAHHKA

#neseTHpayetam**, FMugazonam** BozMoxHD

#nawocammg®*®), BHYTDMBEHHOE BEBEJEHHE
#muaazomama** 0,2 - 0.3 mr/kr

Ecnn mprucTynil DomMDCHO © NOCASgyME HHPYIreH 2 -

NEepPCHCTHPYHOT. 10 mur/wrymmn [537].

EMponogon ** 5/B bomwc 1 - 2 Mifkr
(MoxHO [OBTODHO), C MOCASAVIOLEH
HHpyIned 2 - 12 Mr/kr/u (oCTOpOMHOCTE
npu gose Gonee 5 Mrfkr/q)
#THonmenTan HaTtpua** s/ Gomoc 1 -
5 mMrfkr  (MOXHO  [TOBTODHO), C
Fgﬁ-:-g?]ﬁ;zwoweﬁ HHpyIHeR 3 - 5 Mrikr/u
#Keramuu** g/s Gomoc 0,5 - I mr/kriv
(MoxcHO [OBTODHO), C [MOCASHYOWENR
wHpyIner 0,5 - 5 mryri/y  nog
KoHTponeM 330

ECNH NpUCTYNbI NEPCUCTAPYIOT/ PELMAHBUPYIOT

CyneppedpakTepHsin 3C

nan, e/s anecretnkn (<muagazonam** wan Fnponodon™* Kwnmn
E#THONEHTAN HATPHA®® MNH FKETAMHH®") B KOMBMHAL MM,
Adpyrasa repanua

I[pyrne METOAbI JICYCHUHA 9C OCHOBBIBAIOTCS Ha CINMHHUYHBIX HY6JII/IK8,III/I}IX,

ambo Manblx cepusix HaOmogeHud. [ns kynupoBanus OC NPUMEHSIIUCH:

JAJIOKauH™**,  MHTaJsSIMOHHBIE

nperabayma**, kimobazam™**, mMaraus cyibdar**, KOPTUKOCTEPOUIbI, KETOTCHHAs

AUCTa, TUIoOTCpMUs, BaryC-CTUMYyJIAMAA, TpaHCKpaHHaJIbHAasA MarouTHas

AHECTETUKH, IepamMmaHen™™, rtonupamar™™,

CTUMYJISILIMS, TITyOOKasi CTUMYJIAIIMS MO3Ta, JIEKTPOIIoKoBas Tepamnus [369].

PGaHI/IMaHI/IOHHBIC MCPOIIpUATHA 110 KYIIHPOBAHUIO 9C He JIUMHUTHUPOBAHLBI 10

BpCMCHH, TaK KaK 6JIaFOHpI/I}ITHBI€ HNCXOJbI Ha6J'IIO,Z[aIOTC$[ JaXKC IIpHU 3aTsSAKHOM

cyneppedpakrepHom craryce [6, 370].




Tadaunnma 11. IIpumensiemblie J1IG) 1| B COOTBETCTBHH c

THINOMIIMMWJICIITHYCCKOI'0O IIPUCTYIIA H 3TAIIOM JICUCHUA

[IpuHuMnuanbHO BakHO, B chydae pasButuss OC Ha (QoHe HapyIlleHUs
MEIMKAMEHTO3HOIO  pEXMMa MNAaUUEHTOM C paHee JAUarHOCTUPOBAHHOU
snuJiericueii, ¢ momoOpanHoi go3o0it IIDII, 4toOBI mpomoIKaach HCXOHAS
tepanus [1311 (uepes 30H7), a B/B mpenapaThl anst KynupoBanus DC Ha3HAYAIHUCh
JOTIOTHUTENBHO. Takke O0JbIIOe BHUMAHUE CIEAYyeT YACIUTh MPEeMCTBEHHOCTH
Tepaluy TpPU TEPEBOJC MAlMEHTa M3 PEAHUMALMOHHOTO B HEBPOJOTHYECKOE

OTACIICHUC.

OO6mme MeponpusTHs MPU OKa3aHUHA MEAUIIMHCKON MTOMOIIN JIETSIM U TTOJAPOCTKAM
C BMWJIENTUYECKUM CTAaTyCOM COOTBETCTBYIOT TAKOBBIM y B3POCJIBIX U OIMCAHBI B

pasnene 3.1.4.

Cnoco0 IMPUMCHCHUA U JO3bI JICKAPCTBCHHLIX CPCACTB, MMCIOIIUXCSA B HAJIMYHNH B

P®.

ePexomenayercsi mpumeHenue auazenama™* mis kynupoanusi ICCII y nereit u

noapocTkoB [488, 489].

YpoBeHnb yOeauTeIbHOCTH pexkoMeHaanuid B (ypoBeHb J10CTOBEPHOCTH

T0KAa3aTeJbCTB - 2).

KommenTapum: Bgedenue Ouasenama 6 6ude peKmaibHO20  pacmeopa
(MUKpOKIU3MBL) 8 003e. Oemiam maccou 00 15 ke — 5 me; demsam maccoti 6oaee 15

ke — 10 me.

HHuazenam™™ ons 6HympuseHHo020 U BHYMPUMBIUEUHO20 B8€0CHUS HAZHAYACTC:
oemsam nocie 30 Oua owcuznu eHympueenno meonenno 0,1 - 0,3 me/ke Ha
U30OMOHUYECKOM pacmeope Hampus Xxiopuoa** 6 meuenue 5 munym 00
MaxkcumaavHou 003vl 5 me. Ilpu 6onee b6vicmpom 88e0eHUU 803MONHCHA OCMAHOBKA
ovixanus, cHudicenue A/l u ceoayus. Hcxooumas ooza 0,15 - 0,2 me/ke,

makcumanvHo 5 me oemam cmapue 30 oueti scuznu 0o 5 nem u 10 me oemsam om 5



nem u cmapwe. Ilpu HesppexmusHocmu nepeoco B88e0eHUs]  BO3ZMONCHO

0OHOKpamuoe no8mopHoe 66edeHue npenapamad.

ePexoMeHnayercsi IpUMEHEHWE MujazojdamMa*™* B pa3nuuHbiX QopMax ais

kynupoBanus DCCII y neteit u monpoctkos [490 - 494, 536,537].

YpoBenb yOenurTeqabHOCTH pexoMeHAanuii B (ypoBeHb /J10CTOBEpPHOCTH

J0KAa3aTeJIbCTB — 2).

KomMmeHTapuu: nposedenvi MHO20UUCTIeHHbLE CpasHumenbHovle
PAHOOMUUPOBAHHbLE uccne0osaHus no UCNONIL306AHUIO  paACMBopa
#uuoazonama™**  Ons  6HYMPUMBIULEYHO2O U BHYMPUBEHHO20 668€0eHUsl OJis

Kynupoearnus snujienmudecKux npucmynoe u nujljenmuiyeckoco cmanmyca y Oemeil

u noopocmxkog [536, 537].

Muoazonam 6 6uoe 3aweuno2o pacmeopa 6800umcsi oemsim om 3 mec 00 6 mec
(exmouumenvro) - 2,5 me; om 6 mec 0o I 2ooa- 2,5 me; om 1 200a 0o 5 nem
(exnrouumenvro)-5 me; om 5 0o 10 nem (exnrouumenvro) -7,5 me; om 10 - 18 nem

- 10me.

#Muoazonam™* eeooumcs enympumvluleyHo oonokpamuo 6 0oze 0,2 - 0,3 me/ke
[537]. Pasosas 0o3a ne oonsicna npesviuams: 0is1 demetl 0o 5 nem — 5 me (1 mn),

cmapwe 5 nem — 10 me (2 mn),; enympueentno 400 mxe/ke.

B nposedennvix uccnedosanusix enympumvluieynsiii #uuoazonam™>* npu cpagneHuu
C BHYMPUBCHHLIM OUA3ENAMOM**nokazan 6Oojnee KOpOMKUN UHMeP8al HA4ald
YMeHbUEeHUsL CYO0po2, HO He 3HAYUMYIO DPA3SHUYY 6 KOHEeUHOM KYNUPOBAHUU
npucmynos. Bozmoowcno enympusennoe esedenue #muoazonama™* 0,2 - 0,3 me/ke

bontocHo ¢ nocredyrowue unghyzueti 2 - 10 mxe/ke/mun [537].

e PexoMeHyeTcsi IPUMEHEHNE BaJIBIIPOEBON KHUCIOTBHI™* 1JIi BHYTPUBEHHOTO

BBeIeHUs T KynupoBauus DC [495 - 498].

YpoBeHb yOeauTeJbHOCTH pexoMeHganuii B (ypoBeHb gocTOBEpHOCTH

I0KA3aTeJIbCTB — 2).



KommenTapumu: /[nis  6vicmpoco Odocmudicenuss KOHYEHMpayuu npou3800Umcs
BHYMPUBEHHOE B88eOeHUe BANbNPOEBOU KUCIOMbI™™ 6 003e 15 me/ke 6oarocho,
3amem uH@y3us co ckopocmovio 1 me/ke/mun  [499, 500]. B xauecmse
UHQY3UOHHO20 pACMBOPA  UCNONL3YEeMCs U30MOHUYECKUU pacmeop Hampus
xnopuoa**, eooa ona unvexyuti. Ilpomusonoxazanusmu K HPUMEHEHUO
npenapama AGNAIOMCA: MANCENble NOPANCEHUS NedeHU, MUMOXOHOPUATbHbIE
3abonesanus,  neweHouHas — nopQupus, — memaboruyeckue — Kpuzvl — npu
HACIeOCMBEHHbIX OO0JIe3HAX 0OMeHA C NOopadCeHuem NnedyeHu U Koa2yJlonamusimu.

Cnedyem ¢ 0CmMopo#CHOCMbIO NPUMEHSMb NPU BHYMPUUEPENHBIX KPOBOUSTUAHUSX.

ePexomMenayercsi ipuMeHeHUue  #aeBetupailerama** s BHYTPUBEHHOIO
BBEJIICHUSI B CHTyallud HEBO3MOXXHOCTA TPUMEHEHHS TMEpPOpaIbHBIX (PopM

npenapara, yto Habmronaercs mpu DCCII [6, 369, 501 - 505].

YpoBenb yoOeautesbHOCTH PpexkoMeHaauuid C (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJIbCTB — D).

Kommenrapuu: #J/lesemupayemam™™ npumensemecs 6 mepanuu GHoKaIbHbIX
npucmynog c/b6e3 nepexooa 6 OulamepaibHvle MOHUKO-KIOHUYeCKue, npu
MUOKTOHUYECKUX NPUCMYNAX, NPU 2eHEPAIU308AHHbIX MOHUKO-KIOHUYECKUX, d
makoice npu COCMOSHUAX, KO20d UCHONb308aHUE OPYeUX NPOMUBOCYOOPOICHBIX
npenapamosé  npomugonoxazano.  #/legemupayemam™* ons  @HympuseHH020
88edenus oguyuanvho He paspeuier Kk npumerneruro npu IC, 00HAKO MaK KaKk npu
IC Heso3MOXMCEH NepopanbHblU  NpueM, COOMBEMCMEEHHO C 2MOU  Yelbio
npenapam  modcem — Ovlmb  npumeHen — 6/6.  Ileped  npumeHnenuem
H#iesemupayemam™*ons 6/6 6eedenusi HeoOX00UMO pazbasums pacmeopumenem
oovemom ne menee 100 mn. Beoosam 6/6 bontocro 6 meyenue 15 munym 6 0osze 40 -
60 wme/ke, makcumanvnas cymounas 0oza cocmasiiem 2000-4000 wme.
Makcumanvuas ckopocms 6sedenus - 500 me/mun. Ilpomusonokazanusmu K
NPUMEHEHUI0 Nnpenapama A61Aemcs madxHceloe NoYeyHas HeOOCMAamo4HOCMb.
#/lesemupayemam™* 051 6HympueeHHo20 86edenuUsi Modcem Oblmb PeKOMEeHO0B8AH

ApU HEeBO3MONCHOCMU NEPOPATIbHO0 Npuema, HedphekmusHocmu npou3Bo0HbIX



OeH300ua3enuHa npu passumuu SNUIeNnMuUYecKko2o cmamyca (8mopas JAuHUs
mepanuu IC), 8 maxdce Npu COCMOAHUAX, KO20d UCHOIb308AHUE BAIbNPOEBOU
Kuciomol**  npomusonoxazamo (MemaoOonUuecKas Onuiencus ¢ KpuzoebiM
meuenuem, comamuyeckue 3a00Ne8aHUs C NOPANCEHUeM NneyeHu, OOone3HAMU
kposu). C yuemom pazeumus HCUSHEYSPOUCAIOWUX COCMOAHUL HA (hoHe
pedpaxmeprnoco IOC y Oemell peKOMEHOOBAHO ODOpMIEHUE UCNOIb30BAHUSL

npenapama epadeonou komuccuetl («offlabel).

e PexomenayeTcs npuMeHeHHE #1akocamMuaa™™ s BHyTPUBEHHOTO BBEJICHUS B
CUTyallil HEBO3MOXKHOCTH TPUMEHEHUS TEpOopalbHBIX (GOpM Tpemapara y

IOJIPOCTKOB cTapiie 16 net, npu passutuu pedpakreproro IC [506 - 508].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

A0Ka3aTeJIbCcTB — 4).

KommenTapun: #/lakocamuo™** oguyuaneno ne paspewien Kk npumeHnenuro npu
3C, oonaxo mak kak npu IC HeBO3MOJCEH NEPOPATbHLIL  NpueM,
COOMBEMCMBEHHO C YMOl Yelblo npenapam modcem Ovimv npumener 6/8. Ilepeo
npumenenuem #iakocamuod** neobxooumo pazeecmu 8 U30MOHUUECKOM PACNEOpe
Hampus xnopuoa**, nubo pacmeope oOexcmposzwvi™**. [Ipomusonokazaunusmu K

npumerneHnuro npenapama aensiomces: A-V onokaoa II - 11l cmenenu.

#/lakocamuo™*, no oannvim Esponetickoco azeHmcmea 1eKapCcmeeHHblX CpeoCcms,
3apecucmpuposar ¢ 4 nem, 6xkmouas pacmeop Oaa uH@ysuu. Bo3zmoocHo
ucnoavzosanue #rakocamuoa™** ons 6/6 esedenus npu cyneppegpaxmepruom IC y
Odemeti u noopocmkoe cmapuie 4 1em 6 0oze 10 — 12 me/ke npu ckopocmu uH@ysuu
0,4 me/ke/mun, pazoeneHnvle HA 08e 003bl HA U3OMOHUUECKOM PACMBOpe HAMPUs
xaopuda**, 1ubo pacmeope dexcmposvl ** noo konmponem IKI', ¢ obs3amenvrvim

nposederuem epaveoHou Komuccuu u ogopmienuu npomoxona «offlabely [548,

549, 553].



e PexoMeHayeTcst mpuMeHeHue #porodona™* s kynupoBanus OC B cuTyaruu,
Korja Mpou3BoJiHbIe OeH3oauazenuHa W B/B IIDII oxkazamuce HedpheKTUBHBI

(mpemapat 3-i ouepeau BeiOopa) [509, 505, 488, 538].

Yposenb yoOenureabHocTH pexkoMeHaanuii C (YpoBeHb /JI0CTOBEPHOCTH

A0KAa3aTeJIbCcTB — 5).

Kommenrapuu: #/Iponogon** npumensemcs 6 ooze 1 - 2 me/ke 60aH0CHO
(803MOJCHO NOBMOPHOE 88edeHUe) ¢ nociedyiowell NOCMOoAHHOU ungy3uet 2 - 12
Me/Ke/d. (No8blUeHHAsT OCMOPOICHOCMb NPUMEHEHUs. Onpasoana npu 0ose bonee 5
Me/Ke/1)  unu  npu  0OCMUdICEeHUu Ha dleKmposHyepanozcpamme Gperomena
«gcnvliuika-nooasnenuey [538]. Ilpenapam sensemcsi aHecmemukoM C OYeHb
OvIcmpuIM nEpUoOoM noayicuzHu. Modxem npusooums K KapoOuopecnupamopHou
oenpeccuul,  HeNPOU3BOJILHbIM  OBUICEHUAM,  PUCKY  CUHOpOMA  UH@Y3UU
#nponoghona™* (ocobenno npu OnumenbHOM UCNOIL308AHUU, CUHOPOM BKIIOYAEN 8
cebsi cepOeyHo-cocyoucmslil UWOK, JAKmamayuoos, unepmpuiuyepuoemuro u
paboomuonus). Ilpu npumenenuu nponogona ciedyem muyamenbHO OYEeHUBAMb
conymcemayrouee UCnoIb308aHue a0peHOMUMEMUKOS, 2THI0KOKOPMUKOCIEPOUOO8 U
uHeubumopos kapboaneuopasvl. Ilpu Oonumenvnou un@ysuu (> 24 — 48 wu),
cnedyem exceOHeeHo Monumopuposams pH, kpeamungpocgoxkunazy u yposeHs

JIaKmama 8 Kpoeu 0iisl panHeli OuacHOCMuUKU CuHopoma ungysuu #nponogona**.

Kombunayus #nponogona™* u #muoazonama™*e nenpepuvignoii ungysuu moxcem
CHU3UMb mpebyeMyro 003y U YIyHuuums npo@uiv nooouHsvlx 3¢dexmos npu

pasroti s¢hpexmusnocmu [538].

e PexoMeHnayeTcsi mpuMeHeHre #TuomneHTana HaTpus™* s kynupoBanus OC -

npernapat 3 ouepeau Beioopa [510 - 513].

YpoBenb yoOenurTeabHocTH pexoMeHaanuii C (YpoBeHb [JA0CTOBEPHOCTH

A0Ka3aTeJbCTB — 5).

Kommentapuu: #Tuonenman nampusa™** npumensemcs 6onocuo 6 0oze 1 - 5

me/ke, ¢ nocaedyrowel npoooaxcennou unghysuei 0,5 - 5 me/ke/uac [539, 540].



Aeonucm I'AMK-A peyenmopos. Obnaoaem BbIPANCEHHBIM
NPOMUBOINUIENMUUECKUM OeliCmBeueM, CHUMcaem eHympuuepenHoe OdeleHue u
HOHUdICaem memnepamypy mena, OOHAKO U3-3d PUCKA MANCENbIX NOOOUHbIX
agpghexmos  npenapam  cnedyem — 02pAHUYUMb  MANCENLIMU  CAVUAAMU
pedpakmeprnozo cmamyca. Hmeem npononeupogannoe oeticmeue 6cieocmeue
Hakanaueawus 6 opeanusme. #luonemman Hampua** moowcem  6vl3bl8aMb
MANCENYI0 PEeCnUpamopHylo U cepoedHO-COCYOUCMYI0 0enpeccuro, CKIOHeH K
KYMYZAYUU  (npoonenue B8pemMeHu B0CCMAHOGNeHUs U  NPOOOIHCUMENTLHOCTb
uHmybayuu nocie OmMeHbl), UMeem pUCK pa3eumusi napesd KUWeuyHUuKd,
UMMyHOCynpeccuu, omeka sa3vika u eunepuampuemuu; unoykmop CYP-P450. Ilpu
cyneppegpaxmeprom IC 803MOAHCHO NOGblULIEHUE 003bl 8 NOCMOAHHOU UHDY3UU 8
0oze 0,5 - 5 me/ke/4. no0 KoHmpoaem 3neKmposnyepanoepaghuu u noodepricarus

nammepHha «ecnblwm-noéaeﬂeHue», HCENAMEIIBHO 8 )Y CIIOBUAX HUBJI.

ePexomenayercs npuMeHeHue #keraMuHa** nns kynupoBanus OC - npenapar 3

ouepenu BeiOOpa [505, 514, 515].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

JA0KAa3aTeJIbCcTB — 5).

KommenTapun: #Kemamun** npumensiemcs 6 nauanvnou oose 0,5 - 1 me/xe/u ¢
nocneoyroujei un@ysueu u Hapawuearnuem 003vl 0,5 me/ke/y kaxcovie 15 - 20 mun
00 NoAGIeHUs. NAMMEPHA BCNbIUKA-N00ABIeHIe Ha INeKMPodIHYyeqhaioepamme npu
pedpaxmeprom IC, npoodonxcennou unghyzueti ¢ 0oze 0,5 - 5 me/ke/v. Ommena
nPOBOOUMCS NOCMENEHHO NO 2Me/Ke/4 0O KOHMPOAeM 3IeKMPOoIHYepanocpammoi.
Anmazonucm peyenmopa N-memun-D-acnapmama (NMDA). Hmeem xopomkuii
nepuoo  NONYIHCUSHU,  NPEeUMYWECMBEHHO  Memadoausupyemcs  cUcmemou
yumoxpomos P450. Beedenue xemamuna He mpebyem 3SHOOMPAXEANbHOU
unmybdayuu unu UCKYCCMEEHHOU BEHMUNAYUU. He gvl3bIBAC
KapouopecnupamopHou oenpeccuu, HO 001aoaem CUMNAMOMUMEMUYECKUM
oeticmsuem, Moxcem 6bl36amb MAxXuKapouro u opyaue apummui, acCUCmoIulo,

nosevluiernue AJZ, yeenudeHue sHympuuepenrnoco daeﬂeHuﬂ; pedko ucnojbzyemcs 6



Kauecmee MOHOmMeEpPAanuu, 0ObIYHO cOYemaemcs ¢ NOCMOAHHOU UHY3Uuel Opy202o

anecmemuKka.

ePexoMeHayeTCsl IPUMEHEHUE #npenHuzonona** WIIN
#METUNNPETHU30NIOHA* ¥ 1eTAM ¢ BHEpBbIE  Pa3BUBLIMMCS  pedpakTepHbIM
simtentuueckum crarycom (New-OnsetRefractoryStatusEpilepticus -NORSE) u
AMUJICITUYECKIM CHHIPOMOM, CBSI3aHHBIM ¢ (ebpunuteroM Ha (oHe MHEKIUU
(Febrilelnfection-RelatedEpilepsySyndrome —FIRES) y nereii u moapoctkos [516,
541, 542].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJabCTB — 4).

Kommentapuu: NORSE u FIRES-cunopomul xapaxmepuszyromces peppaxmeprvim
meuenuem OC u npednonazaiom pazeumue aymouMMyHHO20 npoyecca, O
JleYeHUsi KOmMopo20 HNPUMEHAEemCcs 20pMoHomepanus, npu Hedggdexmugnocmu
npenapamog nepgou u emopou aunuu mepanuu IC. Pexomenoosano
8HYymMpugeHHoe 8gedenue Ememunnpeonusonona™* ¢ 0oze 10 - 30 me/xe/0 (0o 1000
M2 8 OeHb) 8 meueHue 3-5 OHel, ¢ NOCAeOYIOWUM NEPexX00OM HA NepopalbHblil
npuem #npeonuzonona™* 2 me/xe/o (ne 6onee 60 me 6 Oenv) 6 meuenue 1 mecaya,
3amem co 2-20 no 6-u mecsay 6 0oze om 1 00 2 me/ke/0ensv (ne 6onee 60 me/Oenv), 6
3aeucumocmu om aghgexmuenocmu JleYeHUs.
Ilockonbky #memunnpeoHu3onon™™ ne 3ape2ucmpuposan ol mepanuu
pegpaxmepnozo snunenmuveckoeo cmamyca (NORSE/FIRES), Heobxooumo

ogopmienue epauebroli komuccuu («outofflabely).

ePexoMeHnayeTcsi IpUMEHEHNE BBICOKMX 03 #UMMYHOITIOOYJIMHA  YeJIOBEKa
* ok 3C -
HOPMAJIBHOTO** NIeTAM M MOJPOCTKaM C peppakTEepHbIM (cunapomamu

FIRES u NORSE) ¢ niensio kynupoBanus cratyca [487, 518].

YpoBenb yoOemurtejsbHOCTH PpexkoMeHaanuidi C (ypoBeHb J0CTOBEPHOCTH

JA0KAa3aTeJIbCTB — D).



Kommenrapuu: /loza #ummynozcnobyiuna uenoseka HOpMaibHo20**,  Kak
npasuno, cocmasisiem 1,2 - 2 2 Ha ke 6eca 6 cymKu u 68ooumcs 6 meyerue 3 - 5

OHell HYMPUBEHHO KANEIbHO.

ePexomenayercs npuMeHeHue Iazmadepesa y JeTed M HOJAPOCTKOB €
pedpakrepubiM IC (cunapomamu - FIRES u NORSE) ¢ nensto kynupoBanusi 9C
[487, 517, 519, 520].

Yposenb yoOenureabHocTH pexkoMeHaanuii C (YpoBeHb [0CTOBEPHOCTH

JA0KAa3aTeJIbCcTB — 5).

Kommenrapuu. Kpamuocms  nposedenusi npoyedypvl niazmagepeza -3-5

npoyeoyp exdceoOHesHo.

ePexomMenayeTcsi UMIUTAHTALlUSL  CTUMYJISITOpa  ONy’KJAIOIIET0  HEpBa  MpH

pedpakrepHoMm u cymneppedpakrepaom IC y nerei u moapocTkoB [521, 522].

Yposenb yoOenureabHocTH pexkoMeHaanuii C (YpoBeHb [JA0CTOBEPHOCTH

A0Ka3aTeJIbCcTB — 3).

KommenTtapumn. Pewenue 06 umnianmayuu Cmumyasmopa oayircoaroujeco Hepea
NPUHUMAEMCsL ¢ y4emom comamudeckozo cmamyca, oannvix IKI, xoncunuymom

epaueii: HegpoJioea, Heupopu3UoL02a, AHeCMe3U0N02A-PeaHuUMamonoea, Xupypea.

.PeKOMeHHyeTCﬂ IMPUMCHCHHNC KE€TOICHHOM AUCTHI Y ,ZIGTGIZ H IIOAPOCTKOB C

pedpakTepHbIM, cynieppedpakTepabiM DC [522 - 524].

YpoBenb yoOenureabHocTH pexkoMeHaanuii C (YpoBeHb /JA0CTOBEPHOCTH

JA0KAa3aTeJIbCTB — 4).

Kommentapun. Kemoeennas ouema npogooumcsi 6 OmOeleHUuu peasumayuul
nocjie OYeHKU coMamuyecko2o cmamyca nayuesma, npu nOCMoAHHOM KOHMpPOJe
HYMPUMUEHO20 CMAamyca, ¢ NpueledeHuem Cneyualucma, umerue2o Oonvim

NpuUMeHeHuA KemozeHHoll ouemol 8 neauampuquKoﬁ npakmuke.

Kynuposanue DCCII ocymiecTBIisieTcsi M0 CJeAYIOILIEMY AJIrOPUTMY:



Ha norocnutrajnHoM 3Tamne

Hapsiny ¢ mnpoBeneHueM oOOIIMX MEpPONPUSITHI, €CIi Ha MOMEHT OKa3aHUus
MOMOIIM PEOCHKY HMMEETCS KIMHUYECKasl KapTHUHA Pa3BEPHYTOrO CYAOPOKHOIO
MPUCTYIIa, HEOOXOIMMO B/B MEIJIEHHO BBECTH IpEmaparhl «IEPBOM Oodepeny U3
MPOU3BOIHBIX OEH30/IMa3eNMHOB —/IMa3enamM™>* B BUJI€ PEKTAIbHOIO PacTBOpa
(MUKPOKJIM3MBI) B J103€: JETSAIM Maccoit mo 15 xr - 5 mr; metsim maccoii 6onee 15

Kr - 10Mmr.

Juazenam™* 1y BHYTPUBEHHOTO M BHYTPHUMBIIIEYHOTO BBEJICHHS Ha3HAYACTCS:
netsm nocie 30 gHA Jku3HM BHyTpuBeHHO MemieHHo 0,1 - 0,3 Mr/kr Ha
W30TOHMYECKOM pAacTBOpe HaTpus xjopuaa** B TeueHne S5 MHUHYT 10
MaKCHUMAaJIbHOM 7103kl SMT, WJIM MHUJIa30JlaM B BU/JIE 3aIlEUHOTO PAacCTBOpa BBOIUTCS
JeTsM OT 3 Mec 10 6 Mec (BKIIOUUTEIBHO) - 2,5Mr; oT 6 Mec 110 1 roaa - 2,5mr; oT
I roma 1o 5 neT (BKIIOUUTENBHO) - SMT; OT 5 10 10 neT (BKIIOUUTENBHO) - 7,5Mr;

ot 10 - 18 et - 10mr.

IIpn HerpPEeKTUBHOCTH NEPBOrO BBEACHMSI BO3MOXKHO OJIHOKPATHOE IMOBTOPHOE
BBeqieHue uepe3 10 muH. Takke MOTYT OBITh MCIIOJNB30BaHbI MPEmapaThl «BTOPOU
ouepenn» - BaJIBIIPOEBAsl KUCIOTA**1Jii BHYTPUBEHHOI'O BBEJICHUS: HadallbHas
no3a 15 wmr/kr OomtocHo, 3aTeM UHGY3US CO CKOPOCThIO 1 MI/KI/MuH,

MaKcHUMaJlbHas a03a 3 - 5 mr/kr/muH [499, 500].

Ecnu uepes 10 mun mnocne BBenenust [IDI1 cynmoporu He mnpekpamiarorcs,

YIIOMAHYTBIC IIPCIIApaThl BBOAATCA B/B ITOBTOPHO.

Ecimmu cratyc He Kynupyercs CIycTs 15 MHH IOCiIe Ha3HA4Y€HUs IIPenaparoB
«BTOpor ouepeau - [IOII», mnpuxoagutrcs mnpuderatb K HCHOJIH30BAHUIO
MEPOIIPUATHNA «TPETbEU OYepean», K KOTOPBIM OTHOCSTCS WHTAALMS CMECBIO C

MOBBIIICHHBIM COJIEp>KaHuEM #KHUCIOPO/ia U B/B BBE/ICHHUE aHECTETUKOB [6].

Jpyrue HeoOX0IUMbIE MEPOIIPUSATHS.



B psnpe ciywaeB npuxoaurcs npuOeraTh K HAa3HAUEHUIO MPENaparos,
KOPPUTHPYIOIIMX WM JIMKBUJUPYIOMIMX COMYTCTBYIOIIME MMATOJOTUYECKUE

MpoIcCChbl UJIIN COCTOAHMA, O6YCJ'IOBJ'IGHHLIG CTaTyCOM:

*[IpU COJIEP>KaHUU TIIOKO3bI B KpoBH MeHee 3,0 MMonb/a (uiu ex juvantibus) —

BBezieHne 40 - 100 mut 40% pactBopa #aekcTpo3b**[543]
ripu Opagukapauu B/M BBoautcs 0,02 mr/kr 0,1% pactBopa #atponuaa** [544].

*[IpX TIOBBIIICHUHM TeMIlepatypbl Teia Bbimie 38 C° BBOAMTCA MEPOPATHLHO
napareramoir** wim ubynpoder** B BO3pacTHOM m03€, MPU HEBO3MOKXHOCTH —

PCKTAJIBHO BBOAUTCA r[apaueTaMon**.

*IIPEIOTBPAILIEHUE OTEKa TOJOBHOIO MO3Ta, MPOTHO3MPYEMOTO MPH JJIUTEIHLHOM
TeueHUHn cyaopoxkHoro IC, mpeamnoiaraeT MeJbld KOMILUIEKC MEpPONpUsTUN -
BO3BBIIIEHHOE TMOJOXKEeHUE TroyioBbl (= 30 rpamycoB), noctaTouyHasi cBOOOJa
JBIDKEHUS JUadparmMbl, ONTHMAJIbHBIE MapamMeTpbl apTepUaTbLHOTO JABICHUS U
cepaeunoit nestenbHOCTH (UCC u puTM), HOCTaTOYHAs OKCUTE€HAIUs KpOBH (IO
nokazarento SpO2 95 - 99%), yctpaHeHune OOJIEBBIX ONIYLIEHUHN, HOpMaTU3aIUs

TeMIIepaTyphl Tella, HopMalu3alus rIIMKeMuu B peaenax 3 - 10 MMob/i.
Kynuposanue C Ha rocnuTaJbHOM JdTaIe

O6mme mepompusaTuss Mo KynupoBanuio JC y AeTeil Ha TOCHUTAIBLHOM JTarie
COOTBETCTBYIOT TAaKOBBIM M W3JIOKEHbl B COOTBETCTBYIOLIEM pasjeiie s

B3pPOCJIbIX.

PeaHI/IMaHHOHHBIC MCPOIIPpUATHUA I1I0 KYIIMPOBAHHIO 9C He JIUMHUTHUPOBAHLI I10
BPpCMCHHM, TaK KaK 6J'IaFOHpI/ISITHBIC HCXOAbI Ha6J'IIOI[aIOTC$I AAKC TIpU 3aTS’)KHOM

cyneppedpakrepHom craryce [6, 370].

[IpyHuuMnuaneHO BaXHO, B ciydyae paszButud OC Ha (oHE HapylleHus
MEAMKAMEHTO3HOTO  peXHMa TaIlMeHTOM C paHee JUarHOCTHPOBAaHHOU
snwmierncued, ¢ momobpanHoi go3zoi [IDII, uToOBI mpomomkamach MCXOAHAS

tepanus [IDI1 (depes 30H1), a B/B npenapatsl Jyis KynupoBanus JC Ha3HAYAIKCh



JIOTIOJIHUTENILHO. Takxke 00JIBIIIOC BHUMAHHE CclIeayeT yacinTb NpEEMCTBCHHOCTHU
TCpalliki IIpU IICPCBOAC IMAIUCHTA N3 PCAaHHMMALMOHHOIO B HEBPOJIOTHYCCKOC

OTACIICHHUC.

Peszexunonnoe xupypruyeckoe jieueHue MPT - MO3UTHUBHBIX OAHOCTOPOHHUX
BHUCOYHBIX SIMUJIENTOTEHHBIX MopaxeHui ((okanbHas KOpPTUKAIbHAs TUCILIA3usi,
CKJIEpO3  THUIIMOKAMIa, apTEePHOBEHO3HAas  ManbpopMaimms, KaBEepHO3HAs
Majb(hopmariis, BHYyTPUMO3TOBasi OIyX0Jb TOJIOBHOTO M03ra) (DYHKIIMOHAILHO HE
3HQYUMMBIX 30H TOJOBHOTO MO3ra, IIPU OTCYTCTBHM IOKA3aHUW K MPOBEACHUIO
VHBAa3UBHOTO BH1€0-D -MOHUTOpHUHTA 158105 MHTPAOTIEPALUOHHOTO
HEHPOPU3NOIOrMYeCKOT0 MOHUTOPUHTA, HE TPEOYIOIIMe MPOBEACHUS «XUPYPTUU
B CO3HAHUM», HEOOXOIUMO TMPOBOJUTH B HEHPOXUPYPIHUCCKUX YUPESKICHUSX C
OTIFITOM TPOBEACHUS OMEeparvii Ha ToJIOBHOM Mo3re. OOs3aTeNbHBIM YCIOBHUEM
IIPOBEJCHUS XUPYPrUYECKUX BMEIIATEIBCTB ManreHTaM c
(dbapMakoOpe3UCTEHTHRIMU (POPMaMH SIUJICTICUU B HEUPOXHPYPTUUECKHUX IIEHTPAX
ABIIIETCS  NPUMEHEHUE  CHUCTEeMbl  (PUKCAllMM  TOJIOBBI, XHPYPTrUYECKOIO

MHUKPOCKOIIa, MUKPOXUPYPTUUECKON TEXHUKHU.

Pe3eknMoHHOE XMpYypruyeckoe JI€YEHUE OJHOCTOPOHHUX U JBYCTOPOHHHX,
MyJIbTU(OKATbHBIX, BHCOYHBIX M BHE-BUCOUHbIX MPT mnosutuBHbIX U MPT
HETaTUBHBIX MUJIECNTOICHHBIX NOpaXeHUH ((pokampHas KOPTUKAJIbHAS AUCIIIA3UA,
CKJIEpO3  THUIIIOKaMIa, apTepuOBEHO3Hass  MajbpopMaiusi, KaBEpHO3Has
Manb(opmalys, BHYTPUMO3rOBas OIyXOJb TOJIOBHOTO MO3ra, TI€TE€POTOIHH)
(YHKIMOHAJIBHO 3HAYMMBIX 30H TOJOBHOTO MO3ra, NpU HAJIMYMM MOKA3aHUU K
IIPOBEICHUIO0 MHBA3WBHOTO BU€0-D] -MOHUTOPUHIA WJIM UHTPAOIIEPALUOHHOMY
HENPO(U3NOIOTMUYECKOMY MOHUTOPUHIY, IPH HEOOXOAMMOCTH IPOBEACHUS
«XUPYpPrUU B CO3HAHUW» HEOOXOJWMO TPOBOAUTH B CIELHUAIU3UPOBAHHBIX
HEHPOXUPYPIHUUECKUX yupexacHusX (denepaibHpie MeHTpbI). OO0s3aTeNbHBIM
YCIOBHEM  TPOBEJCHUS  XUPYPrUUYECKUX  BMELIATENbCTB  MAlMEHTaM  C
(bapMakope3uCTEHTHBIMU (pOpMaMU 3IUJIETICUM B HEMPOXUPYPIHUECKUX LIEHTpax

ABJIACTCSA IMPUMCHCHHC CHCTCEMBI (1)I/IK08,III/II/I T'OJIOBBI, XUPYPTHUICCKOTO



MUKpPOCKOIA,  MUKPOXUPYPTrHYECKOM  TEXHUKH,  HEUpOPU3HOIOTHUYECKOTO

000pyI0BaHUs, HEUPOHABUTAITMOHHON CUCTEMBI.

VYCTaHOBKY TepareBTUUECKOW CHCTEMBbl CTUMYJALMH Oy KJAroIIero Hepsa
HEOOXOJMMO  MPOBOAWTh B  CICHUAIU3UPOBAHHBIX  HEHPOXHPYPTrHUECKHUX
OT/ACJICHUSX C OMNBITOM NPOBEACHUS ONEpaluii Ha TOJIOBHOM MO3T€ U LIEHHOM
oT/ene TMO3BOHOYHMKA. OOsA3aTeNbHBIM YCIOBUEM IMPOBENEHUS MPOLELYPHI
YCTAaHOBKHM TEpaleBTHUECKONM CHUCTEMbl CTHUMYJSIUU ONyXKIalollero HepBa B
HEUPOXUPYPIUUECKUX OTHEIEHUSAX SABISETCA MPUMEHEHUE MUKPOXUPYPrHUYECKOU

TCXHUKMU.

YcraHoBKY CUCTEMBI [IIyOOKOM CTUMYJISILIUA TOJIOBHOTO Mo3ra,
CTEPEOTAKCHUUECKYIO TEPMOJECTPYKLIHIO HE00XO0AUMO MPOBOAUTH B
CHELUATU3UPOBAHHBIX HEUPOXUPYPIUYECKUX OTHAEJICHHUSIX C ONBITOM MPOBEACHUS
CTEPEOTAKCUUECKUX OIepanuii Ha TroJoBHOM Mo3re. OOsi3aTelbHBIM YCIOBUEM
MIPOBEICHUS MPOIEAYPhl YCTAHOBKU CUCTEMBI TNIyOOKOM CTUMYJISIIUU TOJIOBHOTO
MO3ra,  CTEPEOTAKCUYECKOW  TEPMOJACCTPYKIMM B  HEUPOXUPYPrUYECKUX
OTHEJICHUSIX SABJISIETCS IIPUMEHEHUE CTEPEOTAKCUYECKON paMBsl,

HEHPOHABUTALIMOHHON CUCTEMBI, PaJAOYACTOTHOTO JECTPYKTOPA.

['emucdeporomuto, KaJIJIO30TOMHIO HE00X0IUMO IIPOBOJIUTH B
CHEUATN3UPOBAHHBIX HEUPOXUPYPTUYECKUX OTACIICHHUSIX C ONBITOM NPOBEAECHUS
orepanuii Ha roJIoBHOM Mo3re. O0s13aTeNbHBIM yCIIOBUEM MPOBEAEHUS MPOLIEYPbI
reMUcepoTOMHUH, KAIJIO30TOMUU B HEUPOXUPYPTUUECKUX OTICICHUSX SIBISIETCS
OPUMEHEHHE  CUCTeMbl  (UKCAallMM  TOJOBBI,  MHKpOCKOma, Oe3paMHOU

HaBUTAIIMOHHOMN YCTAHOBKH, MUKPOXUPYPIUUECKON TEXHUKH.

PexomeHnayercst HEUPOXUPYPTrAUECKOE JIeYeHue rnaluueHTam C
(bOKaTEHBIMU CTPYKTYPHBIMH SITUJICTICUSIMH, 00YCIOBICHHBIMU SITUAJIENTOTEHHBIMU
MOPAKEHUSIMH MO3ra (MOPOKM pa3BUTUS TOJOBHOTO MO3Ta, BHYTpUYEPEIHbIC
OIyXOJIM, TETEePOTONUHU, (OKaIbHbIE KOPTUKAJIbHBIE JUCIUIA3UH, IOCICICTBUS

YUMT), npu 1e4eHUn KOTOPHIX HE BOZHUKHET HEBPOJOTHYECKUX HapyieHuu [371].



YpoBenb yOeautesbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH

0KAa3aTeJIbCTB — 4).

PexoMeHayeTcsl HEUPOXUPYPrUYeCKOoe  JIEYCHHWE  MalUeHTaM  C
(doxanbHBIMU (PapMaKOPE3UCTEHTHBIMU DSIUJCICUIMH, MPUHUMAIOIIUM JBa WU
oonee IIDIl B TeyeHMHM MHHMMYM 2 JI€T, WIM MAIMEHTaM C BbIPAXCHHBIMU
noOouHbIMH 3¢ dexktamu oT mpuema [I3I1, mpu ycmoBum, 4To mpoAoHKAIOIIKECcs

MNPUCTYIIbI BJIIMAKOT WA OIpaHUYMBAOT IMOBCCAHCBHYIO JKH3Hb MW €C Ka4CCTBO

[372].

YpoBenb yoeautejbHOCTH pekoMenaanuid — C (ypoBeHb J0CTOBEPHOCTH

A0KAa3aTeJbCTB — 3).

Kommenrapumu: /lpu  xupypeuueckom JjedyeHuu BUCOUHBIX OpM  INULENCUU
KOHmMpOab Hao npucmynamu oocmueaemcsa y 53 — 84% nayuenmos [373, 374].
Yepez 6 mecsayes nocie Xupypeuieckoeo 1eYeHus Kauecmeo JHCUSHU NAYUEHMO8
3amemuo yayuwiaemcs, a yepe3 2 - 3 200a nocie onepayuu y nayueHmos Oe3
APUCMYNO8, KA4ecmeo JHCUZHU O0Cmu2aem YpoGHs, CXOOH020 CO 300P08bIM

Hacenenuem [3735].

Cxema npedonepayuoHno2o 00Ci1e008anUs NAYUEHMO8 ¢ PapmMaKope3ucmeHmHoll

CUMNIMOMAMU4ecKol (CmpyKmypHoil) snuiencueli npeodcmaesiend Ha puc. 5.



Puc. 5. Cxema nmnpeaonepauMoHHOro 00C/JeI0BAHMS NALMEHTOB C

(dapMakope3nCcTEeHTHOI CTPYKTYPHOIA ymuIencueit [376].
Pazal

JOonoNHUTENBHBIE MCCNeL0BAaHMA JAononHUTEeNEHbIE MCCNE40BaHMA ONA
ANA NoOKanvsauum ObasaTenbHble MCcCnegoBaHMA ANA|OUueHKKM pPMCKa nocneonepayMoHHOro
SNMAENTOreHHON SOHbI BCEX NaLUeHTOB Aeduumra

AeTansHoe HIYUeHHe CTPYRTYPHBIX

nopaxmenus Ha MPT BepudMHaLMA AOMHHAHTHOIO NONYWAaPWUA

Boicoxopaspewarowes MPT ronoeHone

MP-mopdoMeTpHA MO3Ta NO Nporpamme "snunencua” $MPT, Tect Baga, M3M

BLIABNEHHE HCTOMHHKOE HHTEPHKTANLHOR NpordozuposaHKe NOCNEoNEePALHOHHOND
AKTHBHOCTH HAPYWeHHWA NAMATH

M3M, 33M-$MPT, Boicokopaspewasnoee 337 Buago-337 MOHMTOPWHI (ckanbnoewid)  |$MPT, Tect Baaa
BLIABNSHHE 30HE! QYHKUMOHANLHOTD

l[aeduuMTa B MKTANLHOM Nepuoge CHHMEHHE PHCHA FTeMHAHONCHMW

NaT, SPECT MP-TpakTorpagHa netnd Meiepa

BeIABNEHHE I0HE] THNEpNepdyIHKn

rONOBHOIO MO3ra B MKTANLHOM NepHoge HedponcMxonorHiyeckan oueHHa CHMMEHHE PHCKHA HEBPONOTMUECKOTO AedHymnTa

MKTaNbHOoe W MHTEpUKTaNbHOe SPECT (SISCOM) $MPT, MP-TpakTorpadua NHpaMuaHoro Tpaxra

30Ha HAYaNAa NPUCTYNS KW YBTHHE rPaHMLLbI NoKBAUBBUMA 3MASATOPEHHOR 304 HE YETEHOBAEHE,
AHANHINONYUEHHbBIX DE3YNsTaTos 1
33 He YCTaHOBARHBEI

BOZMOMHOCTH XUDYPIUYECHOrD NeUeHHUA

1 l 1

@a3a 2.
MHeasneHbIA Bngeo-337 } XHpYPIrHYecHoe NedeHmne
MOHUTOPMHT

| 1

JIOKaNM3aUMA 3NUNENTONEHHON 30HBI He YCTaHOBASHE, BEICOKMHA PHCH NOCNS0NEPEUHOHHOMD .ﬂ.e@HI.IM'I'a

BilCORMRA PHCE NOCAESNEpALMONMOND .u.!nbuu,ma.

HOHC2PEATHEHOE NeueHHe

He pexomeHnayeTcsi pe3eKIMOHHOE XUPYPrUYECKOE JICUEHNE MMallUeHTaM

C AIWJICTICUEN MPU CIEAYIOMINX COCTOSIHUSIX [372]:

- IMporpeCCUpyrommux COMATHUYICCKUX 3a00JICBaHUAX WU  TSDKEIOMN
COHYTCTBYIOIHCﬁ I1aTOJIOTHH (OCTpaH IMoO4YcYHasa HEOOCTAaTOYHOCTB,

HEKOHTPOJIMPYEMbBIN CaXxapHbIN AuabeT, ApIXaTeabHas HEAOCTATOYHOCTD U T.11.);
— TSDKEJIBIX TICUXUYECKUX 3a00JIEBaHUSIX.
— SIMJIENITOIEHHAs 30Ha HE YCTAaHOBJICHA.

YpoBeHb yOenuTedbHOCTH PpekoMeHaanmii — C (YpoBeHb [10CTOBEPHOCTH

JA0KAa3aTeJIbCTB — 3).



KommenTtapun: Xupypeuueckoe neuenue sensemcs Haubonee 3@hhekmusHvim
cnocobom npexkpawjenusi npucmynos y 26 — 72% [377] nayuenmos co
CMPYKMYPHOIMU  PaAPMAKOPEIUCTNEHMHbIMU  OpMaAMU  INUTENCUU, a MAKHce

Nn0360J51em 3HAYUMEIbHO VIYUuUms ux kaiecmaeo sxcusuu [378,379].
Buowi onepayuu npu snunencuu:
1) Peszexyuonnvie suewamenscmea:

a) Yoanenue  namonocuuweckoco  ouaca  (ABM,  kasepHo3HOI

Maﬂbd)opmauuu, onyxoJjiu cOJ106H0O20 M03ca U mn),

b) Cenexmuenas amucoanocunnoKamnIKmoMus,

C) Peszexyuu xopui;

d) Yacmuunasn 1009Kkmomusi,

e) Jlobskmomusi;

f) T'emucghepaxmomusi;

2) Tannuamuenas xupypeus:

a) Kannozomomus;

b) MHnoocecmeentvle cyonuaivbhvie HACeUKu,

3) Anemepnamusnvle  Memoobl  (QOJCHbL  NPUMEHAMbCSA — NpU

HEeBO3MOMCHOCMU UJIU HeagbqbekmueHocmu PESEKYUOHRHO20 eMemameﬂbcmea):

a) Cmumynayus onyxcoaroweo Hepsa (VNS);

b) DBS;

C) Paouoxupypeus;

d) Cmpeomaxcuueckas mepmooecmpyKyus, 1a3epHas adisayus.

Haubonee s¢hghexmuenvim cnocobom nevwenus gpapmaxopesucmenmuou dSnuiencuu

A8151emcs pe3eKyus dnunenmozenHou 301l [372,374,380].



PexomeHnayercst MpoBeIcHUE  NEPEAHEH  MEIWAJIbHOM  BUCOYHOM
JIOODKTOMHH IMAlIMEHTaM C BHCOYHBIMHU M COUYETAaHHUEM BHCOYHON M BHEBHCOYHBIX

dapmakopesncTeHTHBIX popm srmencun [380 - 384].

YpoBenb yOeautenbHocTH pexkoMeHaauuid — C (YpoBeHb JOCTOBEPHOCTH

A0KA3aTeJabCTB — 3).

Kommentapun: Cywecmeyem HecKOIbKO MemMOOUK  BbINOIHEHUs NnepeoHell
MeOUANbHOU BUCOYHOU JIOOIKMOMUU - YOdleHUe NepeoHemMeOUudibHOl 4acmu
BUCOYHOU 00U  «eQuHviM  Onoxomy»  [381],  pazoenvnoe  yoanenus
HEOKOPMUKAIbHBIX U MeOUANbHBIX 0mOoeno8 8ucounol doau [382,383]. I panuyamu
HEOKOPMUKANbHOU pe3ekyuu sasasaomces 4,5 cm om eepxywxu nomoca no eepxuei

BUCOYHOU U3BUNUHE HA OOMUHAHMHOU CMOpoHe U 6 cm Ha cyboomunanmuot [380-

384].

Pexomenayercsi CTUMYJISIUS.  OMy’>KJAlOIero HepBa MAallieHTaM ¢
dapMakope3uCTEHTHBIMU  (OpMaMU  SMWICTICUH, KOTOPBIM  PE3EKLIMOHHOE
BMEIIATEILCTBO HE MOKET OBITh MPOBEACHO WJIM MAI[MEHTaM C COXPaHSIOIIUMUCA
SNUJICNITUYECKUMH IIPUCTYNIAMH IIOCJIE PAHEE NPOBEAECHHOIO XHPYPIHYECKOIO

nedenus [385].

YpoBenb yOeautesbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH

A0Ka3aTeJabCTB — 5).

Kommenrtapun: Chuzume uyacmomy npucmynos > 50% nocie ycmanoeKu
cmumyasmopa onyxcoarowe2o Hepsa yoaemcs 6 cpeonem y 50,9% (18,4 - 67%)
nayuermos, a 000UMbCsL NOIHO20 KOHMPOJA HAO NPUCTYNAMU YOAemcsi MOJbKO Y
14% (9 - 27%) [386].bbino nokasano, umo cmumyasayus OayHCOAOUE20 Heped
YAyuYuiaem HAcCmpoeHue y B83POCAbIX NAYUeHMO8 ¢ Gapmaxkope3ucmenmHou

anuiencuell, Ymo Modxcem npueooUums K yayyuieHuo kavecmaea scuziu [387].

PexomenayeTcsi IporpaMMHAPOBaHHE CHUCTEMBI
MPOTUBOIUJICNTHICCKON  DIEKTPOCTUMYJIAIMKA  ONyXKJaromero  Heppa***

HAauMHATh yepe3 2 HeJeNu Mociie onepanuu [388].



YpoBenb yOeautesbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH

J0KAa3aTeJIbCTB — D).
CesleKTUBHAS AMUIIAJIOTHNIIIOKAMIIKTOMHMS

TCpMI/IH «CCJICKTUBHAA aAMUTJAJIOTUIIIIOKAMIIDKTOMUA» OTHOCHUTCA K TPYIIIIC
XUPYPTUICCKUX BMCIIATCILCTB, HAIIPABJICHHBIX Ha PC3CKIOUIO MCANAJIbHBIX

CTPYKTYP BUCOYHOM J0JIM O€3 Pe3EeKIIMN HEOKOPTUKAIIbHBIX.

CyliecTByeT HECKOJIBKO JOCTYNOB K THUIIIOKAaMITy: TpPaHCKOPTUKAJIbHBIN-
TPaHCBEHTPUKYJISIPHBIN, TPaHCCUJIbBUEBBIN, TPaHCUJIbBUEBBIN-
TPAHCLUHUCTEPHAIbHBIN, cyOTeMInopasibHbIH U TPAHCTEHTOPHUAJIbHBIN-

cynpatepeOesIIIpHbIA TOCTYII.

B Hacrosimmee Bpemsi Haunboiee pacmlpoCTpaHEHBbl TPAHCCUIIBBUEBBIM U

TPACKOPTUKAIbHBINA TOCTYIIHL.

PeKOMeHI[yeTCH CCIICKTHBHAsA aMUTI JAJOTHUIIIIOKAMIIDKTOMMS ITallUCHTaM
IIpu HMU30JIMPOBAHHBIX IMOPAXKCHUAX MCIAUAJIIBHBIX OTICIIOB BHCOYHOU J0JIN 0e3
BOBJICHCHUSI HCOKOPTHUKAJIBHBIX OTACIIOB BHUCOYHOM JO0JIN (TaK Ha3bIBaCMbIN
«Me3UaJIbHbI BUCOYHBIN CKJ'IGpOB))), TOJBKO IIpU JIOKAJBbHBIX 3SIIHJICIITOICHHBIX

MOpakeHUsIX runmnokammna [389].

YpoBeHb yOeauTeJbHOCTH pekoMeHaanuii — B (ypoBeHb H0CTOBEPHOCTH

A0KA3aTeJabCTB — 3).
MHo:kecTBeHHbIE CyOnuaJIbHbIE HACCUKHN

PexoMeHnayeTcsi MeTOMKA CyONMAIbHBIX HACEUYEK B T€X CIydasx, KOrjaa
AIUJIENTOreHHAsl 30HAa HAXOJIUTCS B (DYHKIIMOHAILHO 3HAYMMOM 30HE M HE MOXKET
ObITh pe3enupoBaHa. JlaHHas KOHIIEMIMS OCHOBaHa Ha TOM, 4YTO HapyUICHUE
TOPU30HTAJILHOM KOPTUKAJIBLHON B3aUMOCBSI3W TPEJOTBPAIIAET PACIPOCTPAHEHUE
MapoOKCU3MAJIBHOTO pa3psifia, a COXpPaHEHHWE BEPTUKAJIBLHO OPUEHTUPOBAHHBIX

BOJIOKOH - MIPEIOTBpalIaeT pa3Butue GyHKIMoHaIbHOTO nedunuta [390].



YpoBenb yOeautesbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH

J0KAa3aTeJbCTB — 4).

Kommenrapuii: [locie nposedenusi O0awHOU Npoyedypvl CHUdNCEHUE HACHOMbl
npucmynog bonee yem na 50% yoaemcsa oobumuvca y 55 - 65% nayuenmos [390-
392], npu couemanuu MHONCECMBEHHBIX CYONUANbHBIX HACEUEK ¢ OONOIHUMENbHOU
pesexyuetl ouaza - y 56% nayuenmos oocmueaemcs KOHMpOib HaA0 NPUCIYNAMU,

ay 75 — 85% nayuenmos cuusxicaemcsa uacmoma npucmynos bonee yem na 95%

[391,392].
Kanno3zoromus

PexoMenayercsi KAIJIO30TOMUSI ~ TAIMEHTaM € SMMWJICNTUYECKON
sHIe(amonmaTiuel AeTcKoro Bo3pacta (cuaapomom JlenHokca - ['acto) ¢ gacTeiMu
NoJMMOP(GHBIMU  TIpUCTyNaMU  (aKCUAJTbHBIMU TOHUYECKUMH, aTOHUYECKHUMH,
aTUNMUYHBIMA ~ a0caHcaMmW,  TEHEpPAJIM30BaHHBIMH  TOHUKO-KIIOHHYECKUMH,

MHUOKJIOHUYECKIUMH, (DOKATbHBIMU MPHUCTYNIAMH), PE3UCTECHTHBIMU K JICUYECHHUIO

[385].

YpoBenb yOeautesbHOCTH pekoMeHaanuid — C (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJabCTB — 5).

Kommenrapmii: Kannozomomus peoko npumensemcs y 63pocivix. Llenvio
XUPYpeU1ecKo20 eMeuamenbCmea 6isemcs npedomspaujerue pacnpocmpanenus
npucmyna u3 00Ho20 noaywiapus 6 opyeoe. Tonuueckue u amonuyecKue
NPUCMYNbL, NPUBOOSAUUE K MPABMAM, Jydule 8Ce20 N0O0Aomcs KOppeKyuu, 4em
opyaue munvl npucmynos [393]. Kannozomomuio npogoosm 6 0ea smana O0is
npeoomepaujeHus. pazsumusi «CUHOPOMA OUCKOHHEKYUu»: nepeoHue 06e mpu
PA3LEOUHAIOMCSL NEPBLIM IMANOM, eClU KOHMPOJISL HAO NPUCMYNAMU OOCMUYb He

yoaemcst, mo 8blNOJIHAENCs 6MOPOU dman — paccederue 3aouel mpemu [394].
I'emucdepakromus

Pexomenayercsi ipoBeJicHUE  TeMUCHEPIKTOMUU  TAIMeHTaM  C

TAKCIIBIM  HCBPOJIOTUYCCKUM I[e(bI/IHI/ITOM B BHJIC TICMHUIIApPE3a U O6HII/IpHBIM



NOPaKEHUEM TIOJIyIIapusi TOJOBHOTO MO3ra KOPTHUKAJIbHOM MalibpopMaluen,
sunepanutom Pacmyccena, cunapomom Illtypre - BebGepa unu mocneacTBUsSMU

HapYIICHUS MO3TOoBOT0 KpoBooOparienus [395-397].

Yposenb yOeautenbHocTH pexkoMenaaumid — C (YpoBeHb JOCTOBEPHOCTH

A0KAa3aTeJbCTB — 4).

KommenTapmii: Omom memoo npumeHnsemcsi 8 OCHOBHOM 6 NeOuampuyecKou
npakmuxe. DYHKYUOHALHASL 2eMUCHEPIKMOMUL  3AKNI0UAemcs 6 pe3eKyuu
BUCOYHOU 00U U YEHMPATbHOU KOPbl C NOCIeOVIOWUM pa30eleHueM MeMeHHOU U
3amblI0YHOU KOPbl 20JI08HO20 MO324 0N NOOKOPKOBBIX CHPYKMYP U MO30UCTO20

mena.
Xupyprudeckoe JiedeHue BHEBUCOYHBIX (DOPM INHUJICIICUH

BneBucounas (1)0pMa SIMJICTICUM BKJIIOYAET B ce0s1 MHOMKECTBO DIHUJICITOICHHBIX
CHUHIPOMOB, BO3HHKAKOIUX U3 000 obOnacTH KOPBI TOJOBHOI'O MO3ra 3a

npejenaMu BUCOUHOM fonun [398].

PeKOMeHI[yeTCH KOPTHKOKTOMMS nmanucHTam C BHCBHCOYHbBIMHU

dbopmamu smmitericuu [399].

YpoBenb yOeaureabHOCTH pexoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH

A0KA3aTeJIbCTB — 5).

KommenTapmii: Cyonuanvhas pesexyus Jiexcum 6 OCHO8e KOPMUKIKIMOMULU,
MONILKO MWamenvHas OUCCEKYUsl pe3eyupyemori 30Hbl OM OKPYHCAIOWUX MKAHel
NO360JI51eM YMEHbUUMb PUCK HOBPENHCOCHUsL OKPYIICAtoujell KOPbl 20JI08H020 MO32d.
OcHOBHbIMU ~— XUpYpeUHEeCKUMU — NPUHYUNAMU — KOPMUKIKMOMUU  SAGTISIOMCSL
MAKCUMATILHOE COXPAHeHUe cOCY008 U NOOKOPKOBO20 0ell020 8euiecmsed 20J106H020
mosea. Cocyovl, numarowue yoanisiemyro KOpy 20J08HO20 MO032a UNU CIeno
3aKanyuarowuecs 8 Npeonolazaemoll 30He pe3eKyuul, 803MONCHO KOA2YIUpo8ams,
00HAKO COCYObl, UOYUUe «MpPaH3UmMoOPHOy, cledyem MAKCUMANIbHO COXPAHAMb O

npeodomepaujeHus pa3eumus 803M0O*CHO20 Hegpoaouiecko2o oepuyuma [399].



B couemanuu ¢ xopmuxskmomueu uiu OmoeibHO NPUMEHAIOM GPOHMALbHYIO
n063kmomuro. Jlobnvie pesekyuu 603M0JHCHO pazdeiumsv Ha 3 muna: 1-1 —
@dpoumononapHas 1009KmMoMus, KOmopas GKaoudaem yoaieHue nepevix 5 cm om
nomoca Ja0OHOU Ooau; 2-U — paoukaibHas nepeoHsas JNOOHAs N00IKMOMUS,
sraOUawWas yoaieHue 6cell JOOHOU 00U, 34 UCKIOUeHUuem @OYHKYUOHATIbHO
SHAYUMbBIX 30H; 3-UI — NepeoHsis @OPOHMAIbHAS JOOIKMOMUSA, BKIIOUAIOWAS.

pe3eKyuro  Kopvl Mexc0y (QPOHMONOAAPHOU JN0OIKMoOMUEl U  PAOUKATILHOU

noosxmomuett [399,400].

Pexomenayercsi Ipy  XUPYPTUM BHEBHCOYHBIX (OPM  SIUIETICUU
UCIIOJIb30BaTh ~ MHTPAONEPAIIMOHHYI0  3nekTpokopTukorpadguio (OKol') mnsa

perucTpauvy MHTEPUKTaIbHON akTuBHOCTH [399, 401].

YpoBenb yOeaureabHOCTH pexoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJabCTB — 5).
I'nyOuHHas cTUMYJIAAIMA roJ10BHOro mo3ra (DBS)

PexoMenayercsi riyOuHHasE CTUMYJSIUS  rojoBHoro wmo3ra (DBS)
nageHTaM ¢ (GapMakoOpe3UCTEHTHbIMU  (opMaMu  SIUJIENCUU, KOTOPHIM
PE3EKITMOHHOE BMEIIATEIIbCTBO HE MOXKET OBITh IMTPOBEICHO; a TAKXKE MAI[UEHTaM C
COXPaHSIOIIMMHUCS SMUJICNTUYECKUMU TPUCTYHaMHU T0C]I€ paHee MPOBEIECHHOTO

Xupypruueckoro jgeueHus win Heapdexkrusuor VNS tepanuu [402, 403].

YpoBenb yOeaureabHOCTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH

0KA3aTeJIbCTB — 5).

Kommenrapuii: Hveemcs neckonvko muuernei onsi cmumyaayuu: ANT (nepeonee
sa0po manamyca), HP (cunnoxamn), CN (yenmpomeouannoe sa0po manamyca), STN
(cybmanamuueckoe s10po), 00HAKo Haubosee nepcnekKmueHoOl MUUEHbI0 NPUSHAHDbL
nepeonue sopa manamyca (ANT).Cmumynayus npogooumcs nayueHmam 8
eo3pacme om 18 0o 65 nem [402]. Chuzums wacmomy npucmynos > 50% nocne
DBSANT yoaemcsa 6 cpeonem y 56% (40,4 — 66%) nayuenmos, a 0obumwvcs
nOIH020 KOHmMpoas Hao npucmynamu - y 29% (14 — 40%) [403].



Hpyeue muwenu Onss  DBS  asensiemcs  MeHee  U3VYEHHbIMU,  UMEIOMCS
HeMHO20YUCTIeHHble NYOIUKAYUU C HeOOoIbUM Koauuecmeom nayuenmos. DBSHP
- nosgoJsiem cHuzume yacmomy npucmynos Ha 30-90% y nayuenmos ¢ 6ucounou
snunencuei [377], DBSCN -nokazano s¢pgexmusnocms moibko 8 OMHOULEHUU
2eHEPANUZ0BAHHBIX NPUCMYNno8 — cHudcenue npucmynos na 30-98% [404],

DBSSTN 6 cpeonem nossonsem cnuzumo npucmynst Ha 50% [405].

Crepeorakcuueckas paamodactorHas aectpykuusi (SRT) snmientoreHHbIX

MopaKeHum

SRT - nokanbHO€ MaJIOMHBA3WBHOE pa3pylleHHEe, MPUMEHSEMOE B JICYEHUU
(bapMaKkoOpe3UCTEHTHON  JMIWICTICHH,  ACCOIMUPOBAHHOW ¢ TIIYOMHHBIMH
OTPaHUYEHHBIMH AMUJIENTOTEHHBIMU MOPAKEHUAMH FOJIOBHOTO MO3ra, TAKUMH KaK

TUINIOTAJIAMHUYCCKAsA raMapToMa U y3JI0BadA IrCTCPOTOIINA.

PexoMeHayeTcsi cTepeOTaKCUYECKass — paJdovYacTOTHAs  JIECTPYKUUS
snmienToreHHelx nopaxenuid (SRT) mnamumentam ¢ ¢dapmakope3nCTEeHTHBIMU
(dopMaMu MUIENCUHU, KOTOPBIM PE3EKIIMOHHOE BMELIATEIbCTBO HE MOXKET OBITh
IPOBEJCHO BBHUJY OOJBIIOTO PHUCKAa MOCIEONEPAIIMOHHBIX HEBPOJOTHUYECKUX

OCHOX(HCHHﬁ, 06YCJ'IOBJ'ICHHI>IX JIOKAJU3aluen SIUICOTOT€HHBIX 04YaroB [406 -

408].

YpoBenb yOeaureabHOCTH pexoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJabCTB — 4).

Kommenrapuii: SRT  nposodumcs — snekmpooom — 01 paouoiacmomuou
mepmoOecmpyKyuu, O0CMABIAeMbIM K INULENMOSEHHOM)Y NOPANCEHU Npu
HOMOWU CMEPeomaKkcuieckol pambsl, Ymo obecneuugaem 6blCOKVI0 MOYHOCHb
0eCmpyKyuy camozo oyaza npu MUHUMAILHOM PUCKE NOBPEHCOCHUsL OKPYHCAtOwel
MKAHU Mo32a. Mo no3eojisiem 0e30nacHO Nposooums O0eCmpyKyuro J10KAIbHbIX
2NYOUHHO —~ PACNONONCEHHbIX — INUNenmoceHHulx  ouaeos  [406]. SRT

cunomaidmudecKkux camapmom no36oJisiem docmuub KOHRmMpOJiA Hao npucmynamu y



71 - 80% nayuenmos [407]. SRT y3108b1x 2cemepomonuti npueoOOUM K CHUNCEHUIO

yacmomsl npucmynog > 50% y 48,7% 6onvusix [408].

B 3aBucumoctu 0T 00beMa MUIENTONEHHOIO OYara M 3MWJISNTOTEHHOW 30HBI, UX
JoKanu3anuuu, GopM M pa3MepoB BHIOMPAIOT TOT WJIM MHOW TUI XUPYPTUYECKOTO

BMeIIaTeIbCTBA (pUC. 6).
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Puc. 6. Cxema pa3an4HbIX (GopM XMPYPru4ecKoro Je4eHusi B 3aBUCUMOCTH OT
ITHOJIOTHM JIWJIENCHH, o0beMa MW JOKAJIM3ALMU IOPaKeHUsi, pasMepa

IMUJIENTOreHHO¥i 30HbI [376].

Hcnonp3oBaHue HHTPAONCPALIMOHHOTI'O HCI‘/’IpO(bI/ISI/IOHOFI/I‘ICCKOI‘O MOHHUTOPHHTI'A BO

BpEMS XUPYPTUUYECKOTO JIedeHUsI (PapMaKOpE3UCTEHTHOM SIUJICTICHH.

PexoMeHnayercsi IpoBEACHUE WHTPaOIepaluOHHOTO
HEHPOPU3UOIOrMYEeCKOTO ~ MOHUTOPUHIa € KapTHUpOBaHWEeM  (yHKUUN
pe3enupyeMoil KOphl TOJIOBHOTO MO3Ta y TMAalMEeHTOB ¢ (hapMaKOpe3UCTEHTHOM
dboKanbHON HSNHIIETICHEe TMPU PACHOJOKEHUHM SIUICITOTeHHON 30HBI BOJIM3U

(GYHKITMOHATIBLHO 3HAYMMOU KOPBI WU TTOJAKOPKOBBIX MpoBoAAImuX myTei [409].



YpoBenb yoOeaurTeqabHOCTH pexkomeHganuii C (ypoBeHb J0CTOBEPHOCTH

0KAa3aTeJIbCTB — 4).

KommenTapmii: /lpumenenue unmpaonepayuoHHo2o  Heupo@u3uoiocsuiecKko2o
monumopuposanus (MOM) u kapmupoeanusi Kopvl 60 6pems pe3eKyuu
ONUNIENMO2EHHOL 30Hbl NO360JISlem  JIOKAAU308amMb  (PYHKYUOHAIbHbIE 30HbL C
HOMOWBIO  NPAMOU  2NeKkmpocmumyaayuu  kopwol.  Ilpu  pacnonodxcenuu
SNUNIENMO2EHHOU 30HbL 803]1€ MOMOPHOU KOPbl, NPOBEOEHUE INIEKMPOCTMUMYIAYUU
B03MOJICHO 60 6peMs HAPKO3d, a Ol NPOBEOeHUsl KApMUPOBAHUS PedesblX 30H
HeobXo0uMo npodyxicoenue nayueHma. Y oOemetl IOKAIU3AUUIO YEHMPALbHOU
O0p0O30bl  8O3MOJNCHO NPOBOOUMb MEMOOOM COMAMOCEHCOPHBIX —BbI36AHHLIX

NOMEHYUAN08 C AHATUZOM pesepcuu (hasvl Hao Ponandosotl 60po30oil.

HapymeHI/I;I IICUXUKW Pa3JIMYHOTO CIICKTpa BCECbMa YaCTOC ABJICHUC IIPU

OIUJICIICHUH.

PeKOMeHI[yeTCH KOHCYyJIbTallUsd Bpada-lICUXHUaTpa JJId IMaOUCHTOB C
AIUJICIICUCH IIpyu HaAJIXYHUU Yy HECTO KOMOp6I/II[HI>IX IICUXUYCCKHUX paCCTpOﬁCTB,

MOBEJICHUYECKUX, IMOIIMOHAIBHBIX, KOTHUTUBHBIX HAPYIIECHUH [6].

YpoBenb yoOeautesbHOCTH PpexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJIbCTB — 5).

PexomenayeTcsi Ha3HAUCHHE AHTH]ICTIPECCAHTOB u3 TpyTIIBI
CCJICKTUBHBIX HMHTHOMTOPOB oOpatHOTO 3axBarta ceporonnHa (CHUO3C) nmus

JIEYEHUs JIETIPECCUBHOTO paccTpoiicTBa y I19 crapuie 18 ner [410,411].

YpoBenb yoOeaureabHOCcTH PpexkoMeHaauuid C (ypoBeHb JOCTOBEPHOCTH

A0KAa3aTeJabCTB — 3).

KommenTapmii: O6wue nooxoovl k nedenuro oenpeccuti y 1D ananocuumnwsl
MaxkogvlM Yy  nayuewmog ¢ Oenpeccuei 6Oe3 onunencuu. Pezyremamoi
NPOCNEKMUBHO20 OMKPBLIMO20 UCCIe008AHUSL NOKA3AAU, YMO HA (oHe npuema
CHO3C 7 uz 8 nayuenmos c snunencuei u oenpeccuei k 12 nedene mepanuu

oocmuearom pemuccuu [411]. Ilpu nedocmamounou s¢pghexmusnocmu CHO3C



M€ﬂ€C006pa3H0 paccmompenitb 60nNpoc O HA3HAYEHUU aHmudenpeccaHmoe us

opyaux epynn.

PCKOMBHHyeTCﬂ Ha3HA4YCHUC 1'[8,1')0KCE'2TI/IH3*>’< MalMeHTaM C SIUJICIICUCH

18 ner u crapuie npu Hanuuuu aenpeccuu [412, 413].

YpoBenb yoOeautesbHOCcTH PpexkoMeHaauuid C (ypoBeHb J0CTOBEPHOCTH

0KA3aTeJIbCTB — 5).

KommenTtapuu: Pesyromamol DPAHOOMUSUPOBAHHO2O KOHMPOAUPYEMO20
CPABHUMENILHO20 UCCAe0068aHus napoxcemuna™* ¢ ooze 20 - 40 me 6 cymxu u
opyaux ammuoenpeccanmos, npogedeHnoz2o Ha 67 11D u denpeccueil noxaszanu,
umo 6 meyenuu 8 Hedenv mepanuu, 82% oocmueau nepeuuUHO20 omeema Ha

neyenue [412]. Ilpu smom uz epynnet napoxcemuna** ne 6b10blL1L HU OOUH HETIOBEK.

PeKOMeHI[yeTCﬂ Ha3HA4YCHUC LUTAJIOIIpaMa IMallMCHTaAM C SHUJICTICUEH

18 sieT u crapiie nmpu Haau4uu Aenpeccuu [414-416].

YpoBenb yoOeauteabHOCTH PpexkoMeHaauuid C (ypoBeHb J0CTOBEPHOCTH

A0KAa3aTeJbCTB — 4).

KomMmenrapuu: B omxpvimom npocnekmugHom ucciedoganuu 43 110 u
denpeccuell OblL10 NOKA3AHO, YMO HA npuem yumanonpama é oozuposxe 10 - 40 me
6 cymxu ¢ meuenuu 8 nedenv omeemuno 65% I1D u oenpeccueu [414]. B 16-
HeoenbHoM ucciedosanuu 45 11D u oOenpeccueti noxodzcezo OusauHa YpoGeHb
omeema na mepanuio yumanonpamom cocmasun 86%. [415]. B npocnexmusnom
OMKPBIMOM  UCCLE008AHUU  YUMATONPAMA, NPOBEOEHHO20 HA NAYUEeHMAaxX C
BUCOYHOU JnUlencuel u oenpeccueli, NOKA3AHO, YMO YPOBEHb OmMEema Ha
mepanuio cocmasun 53,3%, a 21,2% nayuenmos oocmuenu pemuccuu xk 20 - 30
nedene mepanuu [416]. Hu 6 0Onom u3 npueedénuvix eviuie UCCied08anull npuem

yumaionpama He COI’ZpOG‘ODfC'aCUZCﬂ yuawenuem npucnynoe.

PeKOMeHHyeTCﬂ Ha3Ha4YCHUC CCpraJ'II/IHaﬂ<>l< IMalMeHTaM C SHWJICIICHEH

crapiue 18 net npu Hanuuuu nenpeccuu [417, 418].



YpoBenb yoOeaurTeqabHOCTH pexkomeHganuii C (ypoBeHb J0CTOBEPHOCTH

A0KAa3aTeJIbCTB — 4).

KomMenTapuu: B panoomusupo8aHHom  UCCAe008AHUU — cepmpanunHa™* u
KOZHUMUBHO-NOBEOEHUECKOl Nncuxomepanuu Obvllo0 NOKA3aHO, YmMoO Ha ¢hoHe
npuema cepmpanuna®* ¢ 0oze 50 - 200 me 6 cymku (N = 75) k 16 neoene mepanuu
pemuccuu docmuenu 53% nayuenmos [417]. Hu y oonoco nayuenma npuem
cepmpanuna** ue conposoxcoancs yuaweHuem npucmynos. B meuenuu 12
Mmecsayes — HabnOOeHus — 3d 100  nayuewmamu ¢  dnunencueu  C
OdenpeccusHviMu/obceccusHviMu  paccmpovicmeamu (97/3) ua @one npuema
cepmpanuna** auws y 6 nayueHmos ommeuanoch yuaujeHue npucmynos, npu
9MOM NPUYUHHYIO C653b  MedcOy Npuemom cepmpanuna™* u  yuawenuem

APUCTIYRO8 ABMOPbL CMO2TU BbIAGUMD UL Y 00H020 nayuenma [418].

PeKOMeHI[yeTCﬂ Ha3HaAa4YCHUC BeHJ'Ia(I)aKCI/IHa JJIA JICUCHUA

JICTIPECCUBHOTO PACcCTPOMCTBA MalMEeHTaM ¢ snwiencuei 18 ner u crapme [419,

420].

YpoBenb yoOeautesbHOCTH PpexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

A0KA3aTeJIbCTB — 5).

KommenTapmii: B pe3ynibmame  paHOOMU3UPOBAHHO20 — KOHMPOIUPYEMO20
uccne0o8anusi ObLIO YCMAHOBIEHO, YMO 8 medeHuu 8 Heoelb Mmepanuu 3HAYUMO
OonbUlee YUCIO NAYUeHmMos, Noaydasuiux eeHiagpaxcun (25 - 75 me 6 cymiu)
docmuenu nepeudHo20 Omeema Ha Mepanurd Nno CpPAGHeHur0 ¢ memu, Kmo He
noyuan Kakoeo-aubo aeuenus: oenpeccuu (69% vs 19%). Ilpu smom aémopamu ne
NPOBOOUNACL — OYeHKa  GIUAHUA  6eHlagakcuHa  Ha  dnulenmuyecKue

npucmynot [419].

PeKOMeHI[yeTCH Ha3Ha4YCHUC MUpTa3alHa pInIb: | JICUCHUA

JIETIPECCUBHOTO PacCTPOMCTBA y MAIMEHTOB ¢ 3mwiencue 18 et u crapuie [416,

420].



YpoBenb yoOeaurTeqabHOCTH pexkomeHganuii C (ypoBeHb J0CTOBEPHOCTH

J0KAa3aTeJIbCTB — D).

KommenTapmii: [lo OdanubimM  npoCneKmMusHO20  OMKPLIMO20  UCCIe008AHUS
HA3HAYeHue Mupmazanuna 6 cpeoueu 0oze 32,2 (6,8) me 6 cymku npugeno K
YMeHbUeHUo cumnmomos denpeccuu y 51,9%, a oxono 15% oocmuenu pemuccuu
k 20 - 30 nedene mepanuu [416]. Ilpuem mupmaszanuna me conpooNcOAICcs

yuaweHuem npucmynos.

He PEKOMECHAYETCH HASHAYCHUC aMI/ITpI/IHTI/IJ'II/IH3.>l<>X< T JICUCHUS

JenpeccuBHOro pacctporiictea y I19 18 ner u crapie [421].

YpoBeHb yOeauTeIbHOCTH pexkoMeHaanuid B (ypoBeHb J10CTOBEPHOCTH

0KAa3aTeJbCTB — 2).

KommenTapmii: B pezynvmame 0601iHo20 creno2o niayebo KOHMPOIUPYEMO2O
uccneoosanusi kK 6 Hedele mepanuu He OblIO BbIAGNEHO 3HAYUMbIX PA3IUYUL NO

yposHio omeema Ha 25 me amumpunmuauna** u niayeoo [421].

He pexoMeHayeTcsi Ha3HAUCHHE KJIOMUINIpAMUHA™* 17 JIeueHUs

JENpeccuBHOTO paccrpoiictBa y 119 18 net u crapue [422].

YpoBenb yoOeaureabHOCTH PpexkoMeHaauuid C (ypoBeHb J0CTOBEPHOCTH

A0Ka3aTeJbCTB — 4).

Kommenrapuii: pesynomamot memananuza [422] nokasanu, umo xriomunpamun™*
aAccoyuupoB8an ¢ NOBLIUEHHbIM PUCKOM INUTENMUYECKUX NPUCHYNO8 Y T100el, He

60]26)‘01/141/[)6 QYZM]Z@I’ICMQZZ, co cmaHdapmusupoeaHHblM nokKasameJiéem

3abonesaemocmu 4 (95% CI 2,6 - 6,0).

P €KOMCH/I0BAHO TP HA3HAYCHHWU AHTHUACIIPCCCAHTOB IMAaMCHTAM C
SHOUJICTICUEH U I[CHpCCCHGI?I 18 ner mu CTapui€ YYHUTBIBATHL HX JICKAPCTBCHHBLIC

B3aUMOJICHCTBUS C TPOTUBOAMUIIENITUYECKUMU Tipenapatamu [410].

YpoBenb yoOeaurtesbHOCTH pexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

0Ka3aTeJbCTB — 3).



KommenTapuu: kapbamazenun™*, genumoun™* u ¢genobapdbuman™* cuusxcarom
konyenmpayuu CHO3C npumepno na 25% [423], a eanvnpoesas xuciroma™*
HEe3HAUUMEeNbHO  NOBLIUAIOM  KOHYEHmMpayuio  aKkmueHo2o  memaboiuma
sennapaxcuna - O-oecmemunsennaparcun [424]. Onysoxcamun, gayoxkcemun™** u
8 MeHbuiell CMmeneHu cepmpanun™** nesHauumenbHo NOBLIUAIOM KOHYEHMPAYUIO
sanonpoesoll  kuciomol** [425, 426]. Hexomopwvim nayuenmam — modicem

nompe606amuvcs uzmeHenue pexcuma 0ozupoganus 11911,

PCKOMCHHyeTCﬂ B3pOCJIbIM ITIaMCHTaM C SOUICIICHEH ¢ CHMIOTOMAaMM

TPEBOTH MIPOBEAECHUE KOTHUTUBHO-TTOBEAEHYECKOM nicuxoTepanuu [427, 428].

YpoBenb yoOenurTeabHocTH pexkoMeHaanuii C (YpoBeHb [J0CTOBEPHOCTH

J0KAa3aTeJIbCTB — 4).

PexoMenyercst B3pOCIIBIM MAlMEHTaM C MUJICTICHENd M B 3aBUCIMOCTH
OT BHJA TPEBOXKHBIX PACCTPOMCTB HA3HAYCHUE AHTHJCHPECCAHTOB W3 TPYIIIBI
CHUO3C  (ceprpanuu®**,  mapokceTuH**,  ¢IyBOKCaMUH,  IIUTaJIONpaM,

sciuTanonpam, GayokceTun™**) B kauecTBe mpenapaToB nepBoi auHuu [430].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

0KA3aTeJabCTB — 5).

Kommenrapuu: Tepanus anmuoenpeccanmamu uz epynnvt CHO3C 6e3onacHa
0Nl nayueHmos ¢ OSnujencueu, maxK KAk OHU He 6AUAIOM HA 4acmomy
SnUIenmu4ecKux npucmynog. lem He Menee, CMOUM YUUMBIBAMb BO3MONCHbIE
nexapcmeennvie g3aumooeticmsusi ¢ 11911, komopwvie cpeou CHUO3C naubonee

8bIPAdICEHBL Y NAPOKCeMuHa **,

Pexomenoyemasn cymounas ooszuposka cepmpanruna®* — 50 - 150 me 6 cymku,
yumanonpama u napokcemuna** — 20 - 60 me 6 cymku, scyumanonpama — 10 - 20
me 6 cymxu, ¢ayoxcemuna®* — 20 - 40 me 6 cymxu, gnysoxcamuna — 100 — 300
me 6 cymku. OObIYHO HAYUHAIOM C MUHUMATILHBIX MEPANnesmuUYeckux 003,

HOOHUMASL UX NPU omcymcmeuu dghgexma.



PekoMmeHayeTcsl malueHTaM C OMOwiencued crapme 18 mer w

reHEePaJIM30BaHHBIM TPEBOXKHBIM PACCTPOMCTBOM Ha3Ha4YeHUE IMperadaamHa™*

[431].

YpoBenb yoOenureabHocTH pexoMeHaanuii C (YpoBeHb /J0CTOBEPHOCTH

0KA3aTeJIbCTB — 5).

KomMeHTapum: mexanuzm Oelicmseus npenapama 3aKiouaemcs 8 C8sA3bl8aHUl C
anvga-2-oenvma-cyoveounHuyel nomeHYuaI3a8UCUMbIX KAIbYUEBbIX KAHANO08, YMO
onokupyem  nepeoauy — 0OO0NeGbIX  UMNYIbCO8 U  CHUNCAem  BEPOSIMHOCTb
CYOOPOICHBIX NPUCMYNO8, cesa3bleaem npecunanmuyeckue N u P/Q kanvyueswvie
KAHAbl, YMEHbWAs UX Ype3MEpHyl0 aKMUBHOCHMb, MAaKumM 00pa3om CHUNCAs
NPOAGNIEHUST MPEBONHCHOU CUMNMOMaAmuKu. Pesxcum oOozuposanus ons neuenus
2eHepanuU308aHHO20 MPEBOI’CHO20 PACCMPOLCMEa. Haualbhas 0o3a — 150 me/cym.
B 3asucumocmu om oocmuenymozo spgexma u neperocumocmu, uepez O0OHY
Heoento 003y MOJCHO Yyeeauuums 00 300 me/cym. [[numenvHoe npumeneHue
npenapama besonacro 0asa nayuenma. Ilobounvivu s¢ppexmamu npecabaruna**
AGNAIOMCA MaKue A61eHUs], KaK: ce0ayus, 20J1080KPYA’CeHUe, MpemMop, OU3apmpusl,
napecmesuu, HapywieHue NAMAMU, HApYUEHUEe KOOPOUHAYUU, HapyuleHue
BHUMAHUSL, CHYMAHHOCb COZHAHUSA, dUPOPUsL, pA30PANCUMENLHOCHb, CYXOCMb 80
pmy, 3anop, ygeiuueHue 8ecd, NoGbIUEeHHbII Annemum, Memeopusm, NOMymHeHue
3penuss, Oounjionus, nepugepuiecKue omeKu, CHUNCEHUE UOUOO, IPEKMUTLHA

ouc@yHKyus.

[lannuatuBHasT MOMOIIL — TMOJXOJ, LIEIbI0 KOTOPOro SBISETCA YJIy4IlIEHHE
KauecTBa JKU3HU NAIMEHTOB M YICHOB HX CEMEH, OKa3aBIIMXCA IEpe]] JIMIIOM
YIPOXKAIOIIETO  JKU3HW  3a0ojeBaHusa. JTa  1elb  JOCTUTAETCS  MyTeM
NpeaynpexaeHus U oOJierdeHusl cTpafaHuil Onarojapsi paHHEMY BBISIBJICHUIO,
TIIATEIHPHONW OIIEHKE M KYMUPOBAHUIO OOJIM U JPYTHX TATOCTHBIX (DU3UUECKUX
CUMIITOMOB, @ TAaK)K€ OKa3aHUIO MICUXOCOIMATBLHON U TyXOBHOM noaaepkku [432].
['naBHas 3ajada NajIMaTUBHOM MOMOILIU — JOCTUXKEHUE, MOJJEPIKKa, COXpaHEHUE

N ITOBBIIMICHHUC, HACKOJIBKO 3TO BO3MOXKHO, Ka4YCCTBa JXHM3HHU ITalIMCHTA. OI[HaKO



OonpcaAciInTb, YTO TaKO€ «KAUECTBO KHU3HHU», MOXCT TOJIBKO CaM ITIallUCHT,

HYXJAIOIIMKACS B MaJUIMATUBHOM oMol [433].

PexoMeHayeTcsl OKa3aHue TMaUIMATUBHOM  MEAUIIMHCKOM  TTOMOIIH
neTsM ¢ (opmMamMu  AOWICTICHHM,  OTHOCSIIMMHCS K  3a00JeBaHUAM,
OTPaHUYMBAIOIIUM MPOJOJDKUTENbHOCTH ku3HU (koasl MKB G 40.4, G 40.5, G
40.9) [268-270] m gersM ¢ (apMaKOPE3UCTESHTHON SIUJICTICHECH, KOTOPHIM
BBITIOJTHEHBI TAJUIMATUBHBIC HEUPOXUPYPrUUECKUE BMEIIATENbCTBA (KAJTIO30TOMUS
U cyOmnuanbHble TpaHcceknuu) [271, 272], ocymIecTBIsIeMOM COTpyIHUKAMU
MEIMIMHCKUX  OpraHv3aluii W  HUX  [OApPa3JeiCHUN,  OKa3bIBAIOIINX
CIEIUAIM3UPOBAHHYIO MMATMATUBHYIO MEIUIMHCKYIO TIOMOIIL JETSIM, IS

o0ecrniedyeHrs MOTPEOHOCTEH MalMEHTa U €r0 3aKOHHBIX MPEICTaBUTEICH.

Yposenb yoOenurTeabHocTH pexoMeHaanuii C (YpoBeHb [JA0CTOBEPHOCTH

0KAa3aTeJbCTB - D).

PEKOMEHI[y@TCH BBCJACHHC 3alICYHOI'0 paCcTBOpAa MHAA30JIaMa JICTAM

P SMIJIENTAYECKOM CTaTycCe JJIsl KyIMPOBaHUS IpucTyna cyaopor [434].

YpoBenb yoOeaureqabHOCTH pekomeHganuii C (ypoBeHb J0CTOBEPHOCTH

0KA3aTeJIbCTB - D).

PeKOMeHI[yeTCH BBCJACHHUC PCKTAJIbLHOI'0 pPaCTBOpa Aua3CiiamMa JACTAM

NP SMIJICNTAYECKOM CTaTyce JJIsl KyIUPOBaHUS IpUcTyna cyaopor [434].

YpoBenb yoOeaureabHoCcTH PpexkoMeHaauuid C (ypoBeHb J0CTOBEPHOCTH

JI0KA3aTeJILCTB ).

K wHabmogenuto 3a getbMu ¢ GOpMaMH  DIWJIEIICHU, OTHOCSIIUMHUCT K
3a00JIeBaHUSIM, OTPAHUYUBAIOIIUM MPOAOIIKUTENBHOCTh XKu3HU (Koapl MKB G
40.4, G 40.5, G 40.9) u gersm ¢ papMakOpe3UCTEHTHOU SMUIIETICUEH, KOTOPBIM
BBITIOJTHEHBI TAJUTMATUBHBIC HEUPOXUPYPrUUECKUE BMEIIATENIbCTBA (KAJLJIO30TOMUS
U CyOnHalibHbIE TPAHCCEKIMH), TOJHKHBI IPUBIEKATHCS COTPYIHUKU MEIUITUHCKUX
OpraHu3aliii MU WX MOAPA3JEICHUNA, OKa3bIBAIOIIMX CHEIUATU3UPOBAHHYIO

MMaJUIMATUBHYIO MCOAUIUHCKYIO IIOMOIIb OCTAM.



[TanmnmuatuBHas noMomp ACTAM C SOUJICTICUEH OKa3bIBA€TCS HAa OCHOBAHUU
COOTBCTCTBYIOIIUX HOPMATUBHBIX JOKYMCHTOB (CM. HpI/IJIO}KeHI/Ie «CBs13aHHBIC

JOKYMEHTBD?).
3.5 Kerorennas nuera

Kerorennas gumera (KJI) - »9To0 Xopomo 3apeKOMEHIOBaBIIUN  ceOs
He(apMaKOJOTUYECKU METOJl JIEYEHUs JIeTed M B3POCIBIX C JIEKApPCTBEHHO-
YCTOMYMBOM DIHJICTICUEN, KOTOPBIM OCHOBBIBAETCS HA M3MEHEHUH pAalMOHA C
YBEJIMYCHUEM JIOJHM KUPOB U YMEHBIICHUEM YTJIEBOAOB U OeikoB. M3-3a oueHb
BBICOKOM MOTpeOHOCTH B kupax Kiaccuueckytro KJI MoxeT OBITH TpyAaHO
NOJICPKUBATh, 4YTO MPUBOAUT K  HEOOXOAMMOCTH  HCIOJNb30BaTh €€
aNbTepHaTUBHBIC BapuaHThl. MoaudunupoanHas KJI, mo-suaumMomMy, moutu Tax
xe dPdexTtuBHa, HO oOecreunBaeT OOJBIINK BBHIOOP MPOAYKTOB MHUTAHHS.
Paznuunsie anprepHatuBbl KJI BKIIOYAIOT MOAM(PUIIMPOBAHHYIO TUETYy ATKHHCA
(MZIA), nuery co cpennenenodeunbiMu Tpurimnepuaamu (JCILT) u Tepanuto ¢

HU3KUM TiiukeMuueckuM unjekcom (HY I mwnu auszkoyrineBoaHas nuera) [435].

Tunwvt K/

(1) Knaccuueckas K] coctouT npeumyiiecTBeHHO U3 kUpoB (10 90%) 1 HU3KOrO
CONIEp)KaHUsI YTJEBOJOB W OCJIKOB, YTO MPUBOAUT K KETO3y M HMMHTHPYET
COCTOSIHHE TOJIOJAHMsI. DTO KECTKas JUETa, PACCUYUTHIBACTCS MAaTEMAaTHICCKHU IS
KOKIOTO TMalMeHTa WHIWBHIyaIbHO. M3-3a orpaHWYeHHs paldoHa MAINCHTY
HEOO0XO0MMO 00eCIeunBaTh OPTaHU3M JOCTATOYHBIM KOJHMYECTBOM BHTAMHUHOB U

MHUHEPAJIOB.

(2) MJIA nampaBieHa Ha oOecrieueHHE pa3sHOOOpa3usi MPOAYKTOB M BKYCOBBIX
Ka4eCTB C COOTHOIIICHHEM XUPOB K yriieBojaM U Oenky | : 1 ¥ comep uT OKoJo
65% xwupa, 25% Oenka u 10% yraeBoaos. [loompsercs ynoTpebiaeHNE KUPOB, a
noTpeOieHne yrieBoaoB orpannunBaetcs 10 10 — 20 r/nens mist gereit u 15 — 20
r/neHb i B3pocibix. MJIA He TpeOyeT B3BEIIMBaHUS ITHUIIK HAa TPAMMOBBIX Becax

WIM OTPAaHWYCHUS KajJopuid, OCTKOB WM KUIAKOCTEH W MOXKET OBITh XOPOIIUM



BAapUAHTOM JIJIs TALIUEHTOB, KOTOPbIE HE MOTYT IIEPEHOCUTD 00Jiee CTPOTYIO JUETY,
Takyto kak knaccuueckas KJI. IIpu MJIA pexoMeHayeTca NpueM moJIMBUTAMUHOB

C HU3KUM COACPKAHUCM YTIJICBOAOB U Kap60HaTa KaJIbIiys.

(3) HY/] ocHoBana Ha COOTHOLICHHH XHUpa K yriaesomam u Oenky 0,6 : 1,
conepxut 60% sxupos, 30% Oenka u 10% yraeBoAOB ¢ HU3KUM TIIMKEMUYECKUM
ungekcom (I'M), TN < 50. ' uzmepsier TEHAEHUHUIO €/l MOBBIIIATH YPOBEHb
[JIFOKO3bl B KPOBH IO CPAaBHEHUIO C 3KBUBAJECHTHBIM KOJIUYECTBOM 3TAJIOHHOTO
yrieBojaa (rmoko3sl). [1o cpaBHenuto ¢ kinaccuueckort K, HY ]I naer meHblee
MOBBINICHUE YPOBHS KETOHOBBIX TEJ, HO UMEET COMOCTAaBUMYIO 3()DPEKTUBHOCT,

JYUUIYI0 IEPEHOCUMOCTh U 00JIee MPOCTYIO pean3aluio.

PexoMeHayeTCsl MPUMEHEHUE KETOTEHHOW JHMEThl JETSIM C JIF0OOM
dbopmoii (hapMaKOpPE3UCTEHTHON Hmiencuu npu  HeAIPD(HEKTUBHOCTH OOBIYHO
MIPUMEHSAEMBIX MPOTUBOAIMMICNTUYECKUX IPENapaToB € LEJIbI AJBbTEPHATUBHOIO

nedenus snuencuu [349, 535].

YpoBeHb YOeAUTEJIBLHOCTH PpeKoMeHAanuii A (ypoBeHb J0CTOBEPHOCTH

A0Ka3aTeJbCTB — 1).

KommenTapun: Kemocennas mepanus He 0013cHA Oblmb mepanuetl «OmyuasiHus».
Kemocenmnyro ouemy credyem paccmompems Kak jieueOuyo onyuro y oemetl nocie
HeaghhekmusHocmu  08yX  NPOMUBOINULENMUYECKUX — Npenapamos, a npu
HeKomopwix cunopomax onuiencuu (npu cunopome OJepuyuma GLUTI u

NUPUOOKCUH-3ABUCUMOTL FINUNENCUL), KAK MOINCHO PAHbULE.
IMoxa3anus [436]

KJI cuurtaercs 30JI0THIM CTaHAAPTOM JIJIS JICUEHHS] METa0OJIMYECKUX 3a00JIeBaHUM,
TaKMX Kak CHUHApoM nedunmra Oenka-mepeHocumka riaoko3sl 1 (GLUT-1) m
nedunut nupysBataeruaporenassl. B Hacrosimee Bpemsi KJI mokasana BBICOKYIO
2 (HEKTUBHOCT, OTHOCHUTENHHO JieueHus cuHapoma Becra. KJ[ Taxke moxer

HCIIOJB30BAJICA IIPU APYIUX ISIUICTITUYCCKUX CHUHAPOMAX MU SABJEICTCA BaXKHBIM



AJIbTCPHATUBHBIM  JICHCHHEM OJI1 IIAUCHTOB C JICKapCTBeHHO-YCTOI‘/’I‘II/IBOI\/JI

G)HI/IJ'ICHCI/IGI\/'I, KOTOPBLIC HC ABJIAIOTCA KaHAWJAaTaMH Ha XHUPYPIru4cCKOC JICUCHUC.

Snunenmuueckue CUHOPOMbBL C 6epoamuoil IPppekmuenocmovio K/[: cuaapom
AHrenbMaHa, MUTOXOHJPUONIATHH C HapylleHHeM Komiuiekca 1, cunapom [pase,
MAD (cunapom loose), cunapoM aedbunuta Oeaka-MEpPeHOCUUKa TIIOKO3bI 1
(Glut-1), cuampom smmnernicuu, cBs3anHbld ¢ GedpmibHol uHpekmuen (FIRES),
JETH WM MIAJCHIIBI Ha HCKYCCTBEHHOM BCKapMJIMBAaHUHU (HMCKIIIOUUTENBHO),
uH(paHTUIIbHBIE cna3Mbl, cuHapoMm OTtaxapa, AeUUUT MUPYBATIACTHIPOTEHA3bI,

cyneppedpakTepHbIi AMIICITUYECKII cTaTyC, TyOepO3HBIN CKIEpPO3.

dnunenmuyeckue cuHOPOMbL C 603MOMCHOU IPhexkmusnocmuvio K/: neduuur
agenunocykiunariuasel, COKLS5-sHnnepanonmatus, JAD, NOpoKuM pa3BUTHUSA
TOJIOBHOTO MO3ra, JSMUJICTICUS MIIAJICHYECTBA C MUTPUPYIOMUMH (POKATHHBIMH
MPUCTYIIAMH, SITUJICITHYCCKAs dHIIePaIonaTus ¢ MPOJA0HKCHHON CITAK-BOJTHOBON
akTUBHOCTBhIO BO cHe (CSWS), rimukoreno3 tuma V,JOMD, Gonesns Jladopa,
cuaapom Jlammay - Kmedduepa, cunmpom Jlennokca - Tacto, aedurut
dochodpykTokmHazel, cuHApoM  Perra, TOZOCTpBIH  CKIIEPO3UPYIOIIUI

naHsHIehaauT.
Abconomnsle nPOMUBONOKA3AHUA

Jedunmr KapHUTHHA (mepBUYHBIH), nedunuT KapHUTHH-
nansmuromntpancdepassl (CPT) I wnm II, neduumt xapHUTHUHTpaHCIOKA3bI, [3-
OKHUCJUTENbHbIE AePEeKThl, ACPUUUT CpPEIHEUENOYeHHON alUIeTuIPOreHa3bl
(MCAD), nedpurut mmuaHonenodeunoi ammiaeruaporenassl (LCAD), nedunur
KOPOTKOILIETIOYEYHOU alUJIIETUPOreHA3bI (SCAD), neduuur
JUTMHHOIIETIOUEYHOTO 3-TuaApokcuanuia-KoA, nepuuutr cpeaHenenoyeyHoro 3-

ruapokcuanmi-KoA, nedpunut nupyBaTkapOOKcuiIasbl, HOpGUpPHSL.

K OTHOCHUTCIIbHBIM IMPOTHUBOIIOKA3aHUAM OTHOCATCA HECHOCOOHOCTh

NOAACPKUBATL IMOJJHOLICHHOC IIMTAHHUC, BO3MOXHOC XUPYPIrHYCCKOC JICUCHUC



SIMIICTICMK, HHU3Kasd M[MPHUBCPKCHHOCTb AOUCTBI POAUTCIIAMU MM OIICKYHOM,

OJIHOBpPEMEHHOE MTPUMEHEHUE TIpornodouia.
Iloozomoeka k esedenuro K/[

ITlepen Tem, kak HayaThb AMETY, HALMEHT JOJDKEH BECTH JHEBHMK IPUCTYIIOB,
9YTOOBI YCTAaHOBHUTH MapaMeTp uxX 4acToThl. HeoOxoaumo mpoBecTr o0ImuMi aHamu3
KpOBM ¢ TpoMOouuTamu, aiekTposntel, KIIC Bkitouas 6ukapOOHAT ChIBOPOTKH,
oOmuii OeNoK, KaJblWid, IWHK, ceJieH, Maraui u (ocdarel, OMOXUMUYECKUN
aHaJIn3 KpOBU (BKJIIOYas aqbOYMHH, aMMHUAK U KPEATHHUH), JIMIUIAHBIA PO(UIIL
HATOLIAK, AallWJIKAPHUTUHOBBIM NpOQUIb B CHIBOPOTKE KPOBM, OOLIMI aHAIU3
MOYH, KaJIbUUNA U KPEaTUHUH B MOYE, KOHLEHTPALMIO MPOTUBOSMUICHTHYECKOTO
npemnapara, ypoBeHb BuTamMuHa D. Onpenenenne opraHMueckux KUCIOT B MOYE U
AMHHOKHCIIOT B CHIBOPOTKE KPOBH PEKOMEHIYIOTCS B CIy4yae HESACHOM MPHUPOIbI

OIMUJICIICHUH.

Taxke nHeoOxomumbr IOI° m MPT romoBroro wmosra. B ciyuae pucka
He(dponuTuaza HeoOxoauMmo caenath Y3W mouek; snekTpokapAvorpaMma U
yJIBTPA3BYKOBOE HCCJICAOBAHWE COHHOW apTEPUU CUUTAIOTCS HEOOS3aTeIHHBIMH.
OueHka NUTaHUs BKJIKOYAET MUIIEBOM JTHEBHHUK, BKJIIOUYAsl OTYET O MHUTAHUU 3a 3
JIHS, TIWILEBBIE TMPUBBIYKH, aJUIEPTUI0, OTBPAIIEHWE W HENEPEHOCHUMOCTb.
Hcxoanslil Bec, poCcT U ujealbHbIN Bec il pocTa U uHjekca macchl Tena (MMT)
HEOOXOAMMBI /I pacueTa KeTOIreHHOTO COOTHOLIEHUS, KaJopui U MOoTpedieHus
xuakoctu. CocTaB AMETHI CIEAyeT MOAOUpPaTh B COOTBETCTBHU C BO3PACTOM

NalMEeHTa U CHOCOOOM KOPMJICHUS.
Memoouxka nposedenusn K/

Ilenp Tepamuu COCTOUT B TOM, YTOOBI JOCTHYb COOTHOLIEHMSI YETHIPEX YacTeu
KHUpa K OJHOW MOpHMM OeNKa M yrieBOJOB, OMUCHIBAEMOro Kak «4 : 1». UToOsl
JOCTUYb OTOTO YPOBHS, MOXKHO HCIIOJB30BaTh OAWH W3 JABYX MOJIXOAOB, C
rojoganueM wunu Oe3 Hero. Ilpu mepBoM moaxone NAIMEHT JOJKEH OBITh

TOCIUTAIU3UPOBaH Ha 12 — 48 yacoB WM NMPU HAIMYUH KETOHOB B MOYE, YTOOBI



NPEIOTBPATUTh PA3BUTHE TUMOTIUKEMHH M OO0E3BOKMBAHHS. DTOT METO] UMEET
TEHJICHIIMIO YCKOPSATh Pa3BUTHE KETO3a, XOTSI MOXKET BbI3BATh OOJIBIIMNA CTpECC Y
narenTa. Korma pocturaercss KeTo3, NMUTAHUE PACCUMTHIBACTCS TaK, YTOOBI

noaACPKUBATh IOCTOAHHOC COOTHOIICHUC KI[

[Tocneauuii moaxon He TpeOyeT rocnuranu3anuu, u kodppuuuent K nosranHo
yBenuuuBaeTcs exenenenbHo ¢ 1 : 1,2 : 1 mw 3 : 1 no 4 : 1. bonbmas yacte
JUTEPATYPBl MPEANOIaraeT, 4YTo HET 3HAYUTEIbHON pa3HULBl MEXKIY JBYMs
HOJIXOJJaMHU C TOYKU 3PEHHUsI BPEMEHHU, HEOOXOAUMOIO JUIsl TIOCTHIKEHUSI KET03a U
BO3HMKHOBEHUSI THIIOTVIMKEMUH, MOATOMY B HACTOSIIEE BpPEMS IMALMEHTHI, Kak

IMpaBUJIO, HC T'OJOAAI0T IICPCA HAUaJIOM KI[

[Ipunumas Bo BHuManHue, yto KJI oOecrieunBaer auiib HEOONbIIOE KOJIUYECTBO
GpYKTOB, OBOINEH, 3€pHA, MOJIOKA W ChIpa, HEOOXOIWMBI IHINEBHIC JTOOABKH:
MYJIbTUBUTAMUHHBIE M MHUHEPAIbHBIE KOMIUIEKCHI C HU3KUM COJEpKaHUuEM
YTJIEBOJIOB CJIEyeT NMPUHUMATh exeAHEeBHO. K OCHOBHBIM MUINEBBIM J100aBKaM,
HEOOXOMMBIM JIJIsI BCEX MAIIMEHTOB JIFOOOTO BO3PACTa, OTHOCAT MYJIbTHUBHUTAMUHBI
C MuHepajamu (BKIJIIOYas MHUKPOIJIEMEHTHI, OCOOEHHO CEJIeH), Mpenaparhl
KaJIbLIUs, BUTaMUH D ¥ ero aHajaoru (B COOTBETCTBUE C CYyTOYHOM MOTPEOHOCTHIO,
pexe PEKOMEHIYIOT BBIIIE PEKOMEHIOBAHHOM CYTOYHOW HOPMBI IIUTPAThI JIsI
NepopaIbHOrO TMPUMEHEHHUs, CIa0UTEeNbHbIE CPENCTBA A NPO(YHIAKTUKUA WA
JedeHus: (JaypuicynbQoaneraT HaTpus, MHHEpajIbHOE Macio, TIUIEPUHOBBIC
CBEYM), [IOTIOJHUTEIbHBIE CEJIeH, MarHuii, UuHK, (ocdop, xKene3o, Melb,

kapHUTHH, Maciao MCT uiu KokocoBoe Macio, colib (ctapie 1 roaa).

®onx Yapnu (Charlie Foundation) pa3pa6oran nporpammy «KetoDietCalculatory,
YTOOBl TOMOYb CHEIHAIMCTAM U JIMLAM, OCYIIECTBISIIOIIMM YXOJ, YIPaBIATH
JTMETUYECKON Tepanueil. DTa oHslaifH-0a3a IaHHBIX PACCUUTHIBACT IUIAHBI MUTAHUSA
JUISL BCEX BO3PACTOB, OT MJIAJICHIIEB A0 B3POCHbBIX, OT TBEPAON MHILU J0 KUIAKUX
cMmecei, u poctynmHa B VIHTepHeTe W Ha MOOWJIBHBIX YCTPOWCTBax IO

ceonutke http://www.ketodietcalculator.orq.

Haénwoenue


http://www.ketodietcalculator.org/

[TaumenToB, mpuaepxkuBarommxcs K/, cienyer perysisipHo ocMaTtpuBaTh KaXable
3 Mecsla, U WICHBl CEMbH WM OINEKYH JOJUKHBI MMETh JOCTYIHYHO CBSI3b C
KOMaH/I0M JHETOJIOrOB, YTOOBI pa3pelinTh BO3MOXKHBIE COMHEHHUS U OOCYAUTH
nobouynsie dPdextol. Ilpu KaxaOM BHU3UTE CIEAYET OIEHUBATH JIHEBHHK

IPUCTYTIOB, a TAKKEe KOTHUTUBHOE Pa3BUTHUE U MOBEACHUE pPeOCHKA.

[Ipn mocemeHUn KIMHUKA HEOOXOIUMBI CIICAYIONTNE OOCIIeIOBAHUS: OIICHKA
MUTAaHUS (AUIUIOMHPOBAHHBIN AUETOJIOT), pOCTa, Beca, uaeanbubiid Bec aiss UMT,
MIPU HEOOXOJAMMOCTH - OKPY>KHOCTBH T'OJIOBBI Y MJIAJICHIIEB; OIlEHKA COOTBETCTBUS
pEUENnTOB, HCIOJb3YEMbIX CEMbEHM WM OINEKYHOM, PACCUATAHHBIM KaJOPHUSIM,
OeJIKaM U KHUJKOCTU; IMEPECMOTP JOMOJHUTEIbHBIX BUTAMUHHBIX U MUHEPATbHBIX

n00aBOK; o1leHKa npuBep:keHHocTu K/I.

[Ipy HEoOXOAMMOCTH — U3MEHEHHE CXEeMbl palloHa Uil  YJIy4IlIeHHS

IMPHUBCPKCHHOCTU JUCTUICCKOMY JICHCHUIO U KOHTPOJIA HAJA MMPUCTYyIIaMHU.

Taxxe HEOOXOAMMBI: HEBPOJOTUYECKHII OCMOTp, OIeHKa MOOOUYHBIX 3(h(deKToB
KJI, pemenue o0 usmeHnenuu kosmyectBa [IDII (ecnu mpumeHHMO), OIEHKA
nenecoodpasHoctu fanbHeimero npogomxenus KJ/[. K mabGopatopHoii onenke
OTHOCUTCS OOIIMI aHaJIU3 KPOBU ¢ TpoMmOoruTamu, annektpoautsl, KIC, Bkitouas
OukapOOHAT CHIBOPOTKH, OOIWI O€NOK, KajabIlMid, I[HWHK, CEJICH, MarHuil u
docdarel, OMOXMMHUYECKHA aHAIU3 KPOBU (BKJIIOYAs albOyMWH, aMMHaK |
KpEaTUHUH), JIMINUJIHBIA Npoduib HATOLIAK, AlMJIKAPHUTUHOBBIM Npoduiib B
CBIBOPOTKE KpOBH, OOIIMIA aHaIM3 MOYHM, KaJbl[Md W KPEaTUHWH B MOYe,
koHueHTpauo IIDI1, ypoBenr BuTamuHa D. D3I npoBOaUTCS ISl OLECHKH
apdextuBHOCcTH K] mum mipu paccMotpenuu Borpoca o npekpamienuu K. Tpu
JUIUTEILHOM HaxoxaeHuu Ha KJ[ pekoMmeHayeTcsi ucciaeqoBaHWE MHHEPAIbHOM

MJIOTHOCTH KOCTHOM TKaHM (ckaHupoBanue DEXA) uepes 2 rona ot Hayana KJ/I.

Cnenyetr mOMHUTb, 4TO A nocTrxkeHus r¢dextuBHoctu KJ[ Tpedyercs nepuon
HE MEHee 3 MEecSIeB C MOMEHTA JOCTUKEHHUS MAIIMEHTOM KET03a, TO3TOMY BAXKHO
noOyUTh MallMEHTa U €ro CEMbIO MPOJIOJDKATh JAUETY B TEUEHHUE 3TOT0 Mepuona

0e3 U3MEeHEHMS JICKapCTBaA.



Ommena K/

Kak ykassiBasiock panee, KJ| crnenyer ncnonb3oBaTh B CpeHEM KaK MUHUMYM 3
Mecsl1a, YToObI CeNaTh CIPaBEIIUBYIO OLEHKY 3(D(PEKTUBHOCTU TepaInu, MPEXKIE
YeM paccMarpuBaTh BOIPOC O TMpeKpaileHuu JiedeHus. Eciu mpuctymsl
yuamaroTes yepe3 1 - 2 Henenu nocie Hayana KJI, auery cienyer HeMenIeHHO

IPEKPATUTh.

Ecnu cembs permaeTt octaBuTh cBoero pedenka Ha KJ[ 6omnee 6 mecsiieB, HeCMOTps
Ha OTCYTCTBHE OYEBHUIHOTO KOHTPOJIA HaJ MPHUCTYMAMH, PEIICHHE B KOHEUHOM
UTOTE OCTAaeTCA 332 HUMH M JOJDKHO TOJJEPKUBATHCSA 10 TEX MOp, MOKa OyayT

OTCJIEKUBATHCA U YCTPAHATHCS MOOOYHBIE AP PEKTHI.

VY neteil co CHIKEHUEM 4acTOThI MpUcTynoB Oosee yeM Ha 50% KJI mpekpamator
OPUEHTHPOBOYHO Yepe3 2 Tojia; OJHAKO Y JETEeH, Y KOTOPBIX KOHTPOIIb MPUCTYIIOB
MOYTH 3aBepiieH (HalmpuMep, CHUXKEHUE MPUCTynoB Oosee dem Ha 90%) u
nobouynsie 3pdexTs He3HaunTenbHb, KJ| MOXHO mpomomkaTh B TEUCHHE

HCCKOJIbKHX JICT.

Hna KJI Her MakcuMmanbHOM MPOAOJLKUTENBHOCTU. KOHCEHCycHass rpymnma
PEKOMEHIYeT NepecMaTpuBaTh pUCKM U npeumymiectBa K/ mpu  kaxaom

IHOCCHICHNH KIIMHHUKH U, KOHCYHO, ITI0CJIC 2 1et HCIIPCPBIBHOT'O UCITOJIB30OBAHHA.

4. MeauuuHcKasi peadWIUTAIIUA W CAHATOPHO-KYPOPTHOE JieYeHHe,
MEINIUHCKUE TOKA3aHUSA W NPOTUBONOKA3AHUSA K NPHUMEHEHUI0 METO0B
MeIMIMHCKOI peaduIuTAIMHA, B TOM 4YHCJ/ie OCHOBAHHBIX HA MCIOJIb30BAHUM

NPUPOIHBIX JiedeOHbIX (PAKTOPOB

PexoMenayercs crienpanuctaM 1o peadwidtanud  y  OOJBHBIX
snujencueit crapiuie 18 JeT yduTHIBaTH CHUKEHHYIO KapAHOPECIHPATOPHYIO
TOJICPAHTHOCTb, C IEIbI0 OLEHKA MOAUPUIUPYEMBbIX (AKTOPOB pa3BUTHUA
GU3MYECKUX W TICUXMYECKMX XPOHUUYECKHX COCTOSHUH U TPEXKICBPEMEHHON

cmeptHocTH [437, 438].



YpoBenb yoOeaurTeqabHOCTH pexkomeHganuii C (ypoBeHb J0CTOBEPHOCTH

J0KAa3aTeJbCTB - 2).

PexoMeHnayercsi IpoBeICHUE aKYMyHKTYpPhl B COYETAaHUU C OCHOBHOM

Tepanueu A NalueHTOB ¢ AMUJICIICUEN NIl CHHXKEHUSI YaCTOThI MpUcTymoB [439].

YpoBeHb YOeaUTEJbLHOCTH PpexkoMeHAauuid A (YypoBeHb J0CTOBEPHOCTH

J0KA3aTeJbCTB - 1).

PexoMeHnayeTcsi IPOBEACHUE  IIKOJBI  JMHIETICUM» € 0030poM
OTHEJIbHBIX TEM, CBS3aHHBIX C OIWICNCUEH, TAKUX KaK THUIBl MNPUCTYIbI,
yIpaBJI€HHE CTPECCOM, MEphl MPOPMIAKTUKUA TPaBM, d3PPEKTUBHOCTD JEUCHUS U
nobounsie 3ddexter 1911 wneHamMu MEXIUCHUIUIMHAPHON KOMaHABI s
MAlMEHTOB C AMUJIENICUEN U UX POJACTBEHHHMKOB JJISl YIYUYIIEHUS KAYeCTBA JKU3HU

MaIyeHToB ¢ snunencuei [440].

YpoBennb yoOenutesbHocTH pekomeHgamuii C (YpoBeHb J0CTOBEPHOCTH

0KAa3aTeJbCTB - D).

PexoMenayercsi opraHusarnus HaOI0AeHUS, BKJIFOYAIOIIETO
CTPYKTYpPUPOBAHHOE MHTEPAKTUBHOE OOywUarollee MPUIOKEHUE, OPraHu30BaHHOE
OOy4YeHHOW MEACECTpOl MO ANUJICNCUH, JJIA TAlMEeHTOB C SIUJIETICUeH, s
YIIyUIIEHHS KaueCTBa )KM3HU, CBSI3aHHOT'O CO 3JI0POBBEM, YMEHBLIEHUS IUCTPECCA,
CBA3aHHOTO C DJNuWierncuei, OecrnokoiicTBa B CBS3U C  (PU3HUECKUMHU U

ncuxuyeckumu 3pdextamu [1311, a Taxke B cBsI3u ¢ GU3NYECKON aKTUBHOCTHIO U

paboToii [442, 443].

YpoBenb yOeaurenbHocTH pexkoMeHaauuid C (YpoBeHb JOCTOBEPHOCTH

J0KA3aTeJIbCTB - 2).

PexoMenyercsi MCIIOIB30BAHUE HaBBIK-OPHUEHTUPOBAHHBIX
MICUXOJIOTUYECKUX BMEIIATENbCTB (KOTHUTUBHO-MOBeAeHUeCKyt0 Tepanuto (KIIT),
Biumovass meroabl KIIT, Takue kak JbIXaTelbHbIE MPUEMBI, PACCYKICHHUE WU
BU3yaIN3allMsl; KOHCYJIbTUPOBAHUE; U YIIPAXKHEHUS Ha OCO3HAHHOCTb) Y B3POCIBIX

Y MOJIPOCTKOB C SMMIJICTICUEH JJIs1 yJIyUIlICHUs] KauecTBa xu3Hu [443].



YpoBeHb yOeauTeJbHOCTH PpexoMeHaauni A. (YpoBeHb J0CTOBEPHOCTH

J0KAa3aTeJbCTB - 2).

PCKOMBHHyeTCﬂ ClicouaJanucram I10 pea6I/IJ'II/ITaLII/II/I BKIJIIOYHNTD
MMOBCACHUYCCKUC MCTOAbI B BHJC IPOrpamMm CamMOyYIPaBJIICHUSA B JOIIOJHCHHUU K
CTaH,HapTHOﬁ TCpallikh B KOMIIJICKCHYIO IIOMOHIb IMMallMCHTaM C SIUJICTICUEN C
HOCJIbIO YJIYYIICHUU Ka4YCCTBA JKU3HU, KOTHUTUBHBIX (bYHKHHI;'I H IMMPHUBCPKCHHOCTU

K JieueHuro [444].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

J0KAa3aTeJIbCTB - D).

KommenTapmii: Kocnumueno-nogenoenueckas mepanusi npeocmasisiemcs
BAJHCHLIM OONOJHEHUEM K CMAHOAPMHOU NPOMUBOINUNENMUYLECKO mepanuu npu
onunencuu,  O0COOEHHO Y  NAYUEHMO8  C  MPEBOHCHO-0enpecCUu8HbiMU
paccmpoucmeamu  [445]. Ocnosnoti  3a0aueu  KOCHUMUBHO-NOBEOEHUECKOLL
mepanuyu npu SNUNENcUU AGIAEmcs KOPPeKyus UPPayuoOHAIbHbIX YCMAHOBOK
MbIUNEHUS NAYUEHMO8, YIYUUleHUe HABbIKO8 COBIA0AHUS, CAMOIPpexmusHocmu u
camokoumpons  [446]. Ilpoepammel  KOCHUMUBHO-NOBEOEHUECKOU  mepanuu
8KIIOUAIOM 00yueHue NayueHmos pecyiuposanulo HACMPOEHUs, pPa3peueHuo
KOHMIUKMYIOWUX MbICTel U IMOYULL («KOSHUMUBHBIU OUCCOHAHCY), YNPABIEHUIO
CmMpeccom U U3SMEHeHUlo 00pasa JAHCUHU, 4moObl MUHUMUUPOBAMb MpU22epbl
npucmynos [444]. Ilayuenmor yuamcs onpedenimev HeadanmugHvle MOOelU
MBIWIEHUST U 3aMeHsImb UX 60Jiee 300p08bIMU KOCHUMUBHBIMU U NOBEOEHUECKUMU
pearyusmu [447]. Obyuenue nayuenmos «3¢hghekmusHomy camoynpasieHuio»
ceooumcs K mpemM  HAnpaeieHusiM:  OCMOPONXCHOCMb U30 OHS 6  O€Hb,

ompezyiupoBanHbI CMUTb HCUSHU, UHDOPMUPOBaHHOe co3HaHue [448].
Pexomenayercsi panmoHaiibHas ncuxorepanus [449, 450].

YpoBenb yoOenurTeabHocTH pexoMeHaanuii C (YpoBeHb [JA0CTOBEPHOCTH

A0Ka3aTeJabCTB — 4).



KommenTapuii: Ilcuxomepanus npu snuiencuu UCnOIb3Yemcs Ol GIAUAHUS He
MONILKO HA NAMON02u4ecKue NposiGileHuss, HO U HA JUYHOCMb NAYUEHMA C Yelbio
APUCNOCOONIEHUSI K NOBCEOHEBHOU HCUSHU 8 VCI0BUAX UBSMEHUBULE20CS COCMOSIHUSA
300posbs.  Ilcuxomepanesmuyeckue  Memoovl — MO2YmM  CHOCOOCMBOBAMb
HOHUMAHUIO U CMASYEHUIO AhheKMUBHOU HANPANCEHHOCU, 00uem)y YCHOKOEHUIO,
Gdopmuposanuo  NO3UMUEHO20  HACMPOs Y  NAYUEHMO8 C  INUiencuell.
llcuxomepanus npu snunencuu nosgoisem 6ojee oughpepenyuposanto, cuoKo u
«9KOHOMHO» paspeuiamso 80NpOCHI 00120CPOUHO20 NIAHUPOBAHUSL
MeOUKaMeHmo3HoU mepanuu u peabunumayuu. Ilcuxomepanus npu snunencuu
NPUMEHSEeMC 8 COCmase KOMNJIEKCHO20 JleYeHUss npu 005S3amenbHOM YCI08UU
pecyisapHot  mMeoukamenmosnou mepanuu  [449].  Ilcuxomepanesmuueckast
KOppeKyus. — OOJNCHA — NPUMEHAMbCS  A0eK8AMHO  KIUHUYECKOU  KapmuHe
3abone6anusi U ¢ 00A3amMeNbHLIM Y4emom JauyHocmu nayuenma. Inagnvimu
3a0ayamu payuoHaIbHOU NCUXOMepanuu 8 uoe beceovl AGIAI0OMCI YCMAHO8IEeHUE
008epUMENbHO20 KOHMAKMA C NAYUEHMOM U pPA3biCHUMeNIbHOe NOOKpenieHue
8cex 6uUO08 JleyeOHbIX Nnpoyeoyp U JeKapCMEEeHHbIX HA3HAYEeHUll, U3MeHeHUue
npeocmasieHus nayueHma o ceoell O0Ne3HU, KOPPeKyus CoOYyUaibHOl YCMaHo8KU,
OmHOWeHUs. K mpyoy, oKpyscarowum. Bo epemsa ncuxomepanesmuueckoui beceovl
Heobxo0umo 00cyxHcoams BONPOCHL: KAK NAYUueHmsvl O0JHCHbL eecmu cebs 8
obwecmae;,  nooYepKUBAmMb  HEOOX00UMOCMb  y4acmus Uux 8  mpyoosou
0essmeNbHOCMU, 8 BUOe COBEMO8 PEeKOMEHO08amb, KAKUM 00paA30M OHU MO2YM

yuumscs unu pabomams [450].



4.2. CaHaTOpPHO-KYpOpPTHOE JI€YEHUE, METOIbl MEIUIMHCKOW peaduIuTaluu,

OCHOBaHHbBIE HA UCIOJIb30BAaHUHU IPUPOAHBIX JIEUEOHBIX (DaKTOPOB
B cooTtBercTBHU ¢ TprKa3oM MUHHCTEPCTBA 31paBOOXPAHEHUS

- DOnujencus ¢ TCKYIIMMH TIPUCTYyIIaMH, B TOM YHCJIC PCE3UCTCHTHAA K

IIPOBOAMMOMY JIEUECHHIO.

- DOnuiencus ¢ pemuccuerd mMeHee 6 MecsueB (ISl  CaHaTOPHO-KYPOPTHBIX

OpraHu3aluii He ICUXOHEBPOJIOTUYECKOTO MPOPUIIS).

5. llpopmiiakTuka U JUCHAHCEPHOE HAOIIOIeHHE, MEeIULINHCKUE MOKA3AHUSA U

NMPOTUBOINIOKaA3aHUA K IPUMECHCHUIO METO0B HpO(l)l/IJ'IaKTI/IKI/I

[Io pa3HpiM omeHkam, 10 25% cioy4aeB pa3BUTHS SHWIEICUU MOXKHO
NPEAOTBPATUTh MyTeM NEPBUYHONW MPOPUIAKTUKH 3a00JIEBAaHUN M COCTOSHHUIA,
KOTOpBhIE MOTYT OBITh (pakTopaMu pHcka smuiencud. [IlpeaymnpexacHue TpaBM
TOJIOBBl ~ fAIBNISIETCS  CaMbIM  3()PPEKTUBHBIM  CIIOCOOOM  MPEJOTBPAIICHUS
MOCTTpaBMAaTHUEeCKOM  snuierncur. Hamnexamass nepuHaTanbHas I[OMOIIb
CHOCOOCTBYET YMEHBIIICHUIO YHCIAa HOBBIX CIy4YaeB SIMUJICTICHH, 00YCIOBICHHBIX
nepuHatanbHoi  matosoruet [[HC. HeoOxomumbl npoduiakKTUKTHYECKHE
MEpOTIpUATHS, HaIpaBJICHHbIE Ha CHUXXEHUE 3a00JIeBAEMOCTH W PAHHIOIO
JUArHOCTUKY WHGEKIMOHHBIX U TMapa3uTapHbIX 3a00JeBaHUl, SBISIOUIMXCA

dakTopamu prcka HHOEKIIUOHHBIX AMUICTICHIA.

PeKOMeHHyeTCH I'CHCTHYCCKOC KOHCYIIbTUPOBAHHC HW MOJICKYJIAIPHO-
IFCHCTHUYCCKOC HCCICAOBAHUC MyTalluh METOAOM CaHrepa poauTeIsIM IalMCHTA
IIp1 BBIABJICHHUU Y pe6eHKa BCPOATHO IIaTOTCHHOM MyTallui HWJINX MyTaluu C
HCACHBIM KIIMHUYCCKUM 3HAYCHUCM B TI'CHC, ACCOIMMHPOBAHHBIM C MOHOT'CHHBIM

3a00JIeBaHUEM, C IEIBIO MPOTHO3a JETOPOKACHUS [256].

YpoBenb yoOeautesbHOCcTH PpexkoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH

JA0KAa3aTeJIbCTB — 5).



PexoMenayercs ipoBefieHue  NMPOQUIAKTUYECKUX  MEPONPHUATHH,
HaIlpaBJICHHBIX Ha CHUKEHHE pucKa CEpPAECYHO-COCYAUCTHIX 17}
1epeOpOBaCKYJISIPHBIX 3a00JieBaHUM, a TaKKe AHMCIIaHCEpHOE HaOIoJCHHE 3a
NAlMEHTAMU, TEPEHECIIUMH HWHCYJIBT (KOHTPOJb apTepUaIbHOTO JIaBJICHUS,
XO0JIECTEpHUHA, TJIOKO3bl KPOBH, CHI)KEHHE BECa, a TaKXKEe OTKa3 OT KYpEHHUs U
YpPEe3MEpPHOTO yMOTPEOJICHUSI aJKOTOJs), I CHIDKCHHS PUCKAa TMOCTUHCYIHTHOU

snmericuu [452, 453].

YpoBenb yoOeauTeqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

0KAa3aTeJabCTB - D).

PexoMeHnayeTcsi qucnancepHOe HAOIOEHNE MTAIUEHTOB C DIUJIETICUEH
BPaYOM-HEBPOJIOTOM MOJIUKITUHUKA WIH CHEIUATU3UPOBAHHOTO
ANUJIENTOJIOTUYECKOTO LIEHTpA, MPOBEJICHHE JTUTUTEIBHON
MPOTUBOAIUIIECITUYECKON TepaluK € UEIbI0 JOCTUKEHUSI PEMUCCUU 3a00JI€BaHUS,

COXpaHEHHMs ONTUMAJIBLHOIO KaueCTBa KU3HHU [6].

YpoBenb yoOeaureqabHOCTH pekomeHaanuii C (ypoBeHb J0CTOBEPHOCTH

A0Ka3aTeJIbCTB — 5).

6. Opranu3anus oKa3aHusi MeAUIMHCKOH TOMOIIH

MeauuHcKasi TOMOIIb TI0 TPOQHITIO «AMUAJIECTITOJIOTHS OCYIIECTBIACTCS B BUJC:
- IEPBUYHON MEJIMKO-CAHUTAPHOM ITOMOIILIH;

- CKOpOM MEIUIIMHCKOM IMOMOIIIY;

- CIEeUMAIM3UPOBAHHON MEIUIIMHCKOMN TTOMOIIIH,

- BBICOKOTEXHOJIOTHYHOM MEIUITMHCKOM ITOMOIIIH.

MeaunuHcKkast MOMOIIb OKa3bIBACTCS B CIEAYIONIUX YCIOBUSIX:

- BHC MGIII/II_[I/IHCKOI\/'I OpraHu3annuu (HO MCCTY BbI3OBa 6pI/IFaIIBI CKOpOﬁ

MEIUITMHCKON MTOMOIIIH );



- amOynaTtopHO (B YCIOBHSIX, HE MpeaycMaTpUBAIOUUX KPYTJIOCYTOUYHOE

MEJIUIIMHCKOE HAOJI0/ICHHUE U JICUCHHE);

- CTallMOHAPHO (B YCJIIOBHAX, 06CCHC‘II/IBaIOIHI/IX KPYIJIOCYTOYHOC MCIAMIMHCKOC

HaOJII0JICHHEC U JICUCHHE).

[lepBuuHass MeaUMKO-CaHWUTApHAs TMOMOIIh BKJIIOYACT: TMEPBUYHYIO BpadeOHYIO
MEIMKO-CAHUTAPHYIO IIOMOIlb, IIEPBUYHYIO CIECLHUAIU3UPOBAHHYI0 MEIUKO-

CaHUTAPHYIO IOMOUIb.

[lepBuuHass BpayeOHass MEAUKO-CAHUTApHAs [OMOIIb NPH OSMUJIEICUU B
coorBerctBuM ¢ IIpukasom MuH3apaBa OKa3bIBACTCS BPAdYOM-KapIHOJIOTOM,
BPayOM-HEBPOJIOIOM,  BpPadyOM-IICUXUATPOM,  BpadyOM-TEpalleBTOM,  BpadyoM-
aKyIIepoOM-THHEKOJIOTOM,  BPauyOM-HEHPOXUPYProM,  BpauyoM-0(pTaIbMOJIOTOM,
BpPauOM-3HJOKPUHOJIOTOM, BpPayOM-T€HETHKOM, BpauoM OOLIEHd MpaKkTUKU
(ceMeitHbIM BpauoM), BpauOM-TEPANEBTOM Y4aCTKOBBIM, BpPa4OM-3HIOKPHUHOJIOTOM

B MCAUMIIMHCKUX OPraHHU3aIUgX.

[lepBuyHas cnenuanu3upoBaHHasi MEIUKO-CAHUTAPHASL TIOMOILIb MPU SMUICTICUH B
cootBercTBUM ¢ [lpukazom MunznpaBa OkxasbiBaeTcs BpaduoOM-aKylIepOM-
TUHEKOJIOTOM, BpPayOM-T€HETHUKOM, BpPadOM-KapAHOJOTOM, BPauOM-HEBPOJIOTOM,
BpPauOM-HEUPOXUPYProM, BpauoM-0(PTaIbMOJIOTOM, BPAUOM-TICUXHUATPOM, BpaYOM-
TEpareBTOM,  BpPayOM-3HJOKPUHOJIOTOM B  MEIUIMHCKUX  OpTraHHU3allMsX,
OKa3bIBAIOIIMX CHEIUAIM3UPOBAHHYI0, B TOM YHCJI€ BBICOKOTEXHOJIOTUYHYIO,

MEJIUIIMHCKYIO TIOMOIIIb.

Ckopasi MeJMIIMHCKasi TMOMOIIb OKAa3bIBAE€TCS BBIC3JHBIMH OpHUTajaMu CKOPOU
MEIUITMHCKONW oMol B cooTBercTBuM Ilpmkazom Mumnsapasa. OO0s3aTenbHON
FOCHUTAIM3ALMY MOJICKAT MAIMEHThI ¢ SMUJIECNITUYECKUM CTaTyCOM, B COCTOSTHUM
KOMBbl U B COCTOSIHUM C HApPYILICHUEM CO3HAaHHS B MEIMIMHCKHAE OpPraHU3alNH,
OKAa3bIBAIOIIME KPYIJIOCYTOYHYIO IIOMOIIb M HMMEIOIIHE B CBOEM COCTaBE

OTIEJICHUS HEOTIOKHON MEAUIIMHCKON ITOMOIIIH.



BricokoTexHOIOrNYHAas MCIHUIIMHCKAA IMOMOIIb OCYIICCTBIIACTCA B COOTBETCTBUU C

[Tpukazom

[Ipn oOpamieHuM mNalMeHTa C JMNWIETCHEed K Bpady oOOIeH MpaKTUKH, Bpady-
TEpaneBTy, KapAUOJOTy OH HAaIpaBIsI€TCS Ha KOHCYJbTALMIO K Bpayy-HEBPOJIOTY
JUIsL ONpenesieHus IulaHa OOCIeIOBaHWS W Ha3HAYEHUs JIeYeHHUA. BOJNbIIMHCTBO
NAI[MeHTOB C SMWJIETICHENH MOTYT MPOXOAUTH OOCJEeIOBaHUE U JICUYCHHE y Bpada-
HeBposora. [lanmeHTsl ¢ 3nuiencuel cocToAT MoJ HAOJIIOACHHEM Yy Bpadeii-

HCBPOJIOT'OB.

B mexpaiionnble (palioHHBIC) CICIMAIU3UPOBAHHbIC KAOMHETHI OKa3aHUs TOMOIIU
OONMBHBIM C DJMHICTICHEH W APYTUMHU TMMapOKCHU3MATbHBIMA COCTOSHUSIMH W/WTTU
TOPOJICKUE SMUIICTITOJIOTMYECKUE IIEHTPBl W/UIN 00JIaCTHBIE AMMIETITOJIOTHYECKUE
IMEeHTPHl (KAOWHETHI) HAMPaBISAIOTCS OOJIbBHBIE [JI1 YTOYHEHHUS JHArHO3a,

Ha3HA4YCHMA JICHCHUS U €T'0 KOPPCKIIUU.

OTOop OONBHBIX JJIsi MPOBEACHUS KOHCYJbTAIIMH B MEXKpalOHHbIE (pailOHHBIC)
CTICIIMATU3UPOBAHHBIE KaOWHEThI OKa3aHHWS MOMOIIM OOJBHBIM C JMHIICIICUCH U
JPYTUMHU TIAPOKCU3MAIBLHBIMU COCTOSIHUSIMH, TOPOJACKHE AIHJICITOJIOTHICCKUC
IIEHTPBI, OOJIACTHBIC SMUJICTITOJIOTHYECKAE IEHTPHl (KaOMHETHI) OCYIIECTBIISICT
BpPa4-HEBPOJIOT WJIM 3aBEIYIONMMNA HEBPOJOTHYECKOTO OTIEICHUS METUIIMHCKOU

OpraHu3alHH.

HampaBnenuto B MexpaiioHHBIC (pallOHHBIC) CIECIHAIM3UPOBAHHBIE KAOWHETHI
OKa3aHMsI TOMOIIM OOJBHBIM C JIWJIENCUEH U JAPYTUMH TapOKCU3MaJIbHBIMU
COCTOSIHUSIMH W/WJIW TOPOJCKHE DIWJICITOJOTHYECKUE IICHTPHI, O0O0JIACTHBIE
AIUJIENTOJOTUYECKUE UEHTPhl (KaOWHEThI) TMOJUIeKAaT MAIMEHThI: C BIIEPBBIC
BBISIBJICHHOM SIUJIETICHEN; C paHEe yCTAaHOBJIEHHBIM JIMAarHO30M JMHWJIETICUU IS
KOPPEKIIMU JICYCHUS; TPU COXPAHCHWHM NPHUCTYIIOB HA TPOTHKEHWH Oonee 3
MecsIieB  Ha (QoHe Ha3zHaueHHOW Tepamuu [459]; ¢ ycTaHOBJIGHHOMU
PE3UCTEHTHOCTHI0O K TPOBOAMMON Tepamuu; C Ieiablo  auddepeHnrnaibHOro

AUAario3a OSIWICIICMHU C JPpYTUMHU MAPOKCU3MAJIBHBIMH COCTOSHHUAMH, JIMIA



IIPHU3BIBHOT'O BO3pacTa, HMMCIOIIHMC B aHAMHE3C IMAPOKCU3MAJIbHBIC COCTOSAHUA,

JKCHIIWHBI C IMTAapOKCU3MAJIbHBIMU COCTOAHUAMM, INIIAHUPYIOIIHUC 6CpCMCHHOCTI>.

[Ipu coxpaHeHUM SMUIENTHYESCKUX MPUCTYTOB, Pa3BUTHUU MOOOUYHBIX I(H(HEKTOB,
dbapmMakope3nCTeHTHBIX (hopmax 3a00seBaHUS MAIMEHT MOXKET OBITh HAINPABJICH B
HEBPOJIOTHYECKHI  CTallMoOHAp, MO0 TIOKa3aHUSIM B  HEHPOXHUPYPrHUCCKHIA

CTaIMOHAP.

B HeBposormyeckoMm cranmMoHape IPOBOAUTCA IIOMCK BO3MOKHBIX NPUYHH
«TICEBJIOPE3UCTEHTHOCTH»,  NPOBOAUTCA  Iu(pdepeHIalbHbIil  AMAarHO3 ¢
IICEBIOANWICITHYECKUMH  IIPUCTYIIAMH, [AapOKCU3MaJIbHBIMM  HapyILUEHUSMU
CO3HAHMSA APYrOM 3TUOJIOTHH, C NPUBJICYEHUEM Bpadyeld APYTUX CIEHHAIBHOCTEM,
YTOUYHSIOTCS ~ TUIBl  AOWIENTUYECKUX  MPUCTYIOB, (QopMa  DMIMUIEICHUH,
OCYIIECTBIIACTCA KOPPEKLIMSA TEpaluHu, pPEelmaercs BOINPOC O BO3MOXKHOCTH
IPOBEICHUS  «KETOT€HHOM  JHEThD»,HEOOXOJUMOCTH M BO3MOXKHOCTHU
IIPEXUPYPTrUYECKONM IOATOTOBKM W XUPYPIMYECKOIO JIEYEHUs IallUEHTOB C

dhapMaKkoOpe3nCTEHTHBIM TCUCHUEM 3a00JICBaHNA.

B crammmonape momkHa OBITH BOBMOXKHOCTH MPOBENCHUS HEHPODHU3NOIOTHIESCKIX
MeTo10B oOcienoBanus (3317, Buneo-231 -MOHUTOPUHTA), CTIEHIUMATIU3UPOBAHHOTO
HEUPOTCUXOJIOTUYECKOTO TECTUPOBAHMUS, METOJI0B CTPYKTYpPHOM
HelipoBuzyanuzauuu (MPT-ronoBaoro mo3sra, KT rojioBbl), KOHCYJIbTalMil Bpauen
CIEIHUATIMCTOB (Bpava-lcuxuaTpa, Bpadya-KapuoJiora, Bpadya-Hedpoxupypra u ap).
Tonbko B  YyCHOBHUSIX CTallMOHapa BO3MOXXHO MpoOBeAeHUA BuUje0-O3I -
MOHUTOpPUHIA CO CHUXEHUEeM 103 nubo otmeHou [IDI1 ¢ menpio peructpanuu
MpUCTyTIa (mapoKCU3MaIbLHOTO COOBITHS) B ciyJae MIPOBEICHUS
MPEXUPYPTUIECKON MOITOTOBKH MAIIUEHTOB ¢ (papMakope3uCTEHTHBIME (popMaMu
snunencun. Ilpu cHmwxenun n03 [IOI1 momwkHa OBITH BO3MOXHOCTH OKa3aHUSs

MCI[HHHHCKOﬁ IIOMOIIH B CJIydac pa3BUTHA SIUJICIITUICCKOI'O CTaTycCa.

B HEUPOXUPYPrUIECKUI cTaloHap HaIPABJIAIOTCS [alUEHTHI Cc
(apMaKope3nCTEHTHBIMU dopmamu SIUJIETICUU VIS IIPOBEICHMUS

HpGXPIpprPI‘IGCKOﬁ IMOATrOTOBKH, B TOM 4YHCJIC C IIPHMCHCHHUCM HWHBA3WBHBIX



ANEKTPOAHBIX CUCTEM, W PEUIEHUS BOINPOCA O HEUPOXUPYPrUUYECKOM JICUEHUU
(PE3eKTUBHBIX  ONEPAaTHUBHBIX  BMEIIATENbCTB,  YCTAHOBKE  CTUMYJISTOpA
OJIy»KJaI0IIero HeEpBa U JIp.), MPOBEICHUH BBICOKOTEXHOJOTUYHOW MEIUIIMHCKON

TIOMOIIIH.

[TanmeHT C  BHEpBBIE  BBISABICHHBIM  DNWICNTUYECKUM  NPUCTYIIOM U
NapOKCU3MAJIbHBIM HapYIIEHUEM CO3HAHUS MOJJICKUT O0OCIETOBAHHUIO U JICUEHUIO
B ychnoBusAX cranroHapa. C yd4éToM KOHKPETHBIX KIMHUKO-aHAMHECTUYECKUX W
JaHHBIX PYTUHHBIX J1a00paTOPHO-MHCTPYMEHTAIbHBIX HCCIEIOBAaHUN Bpauy
IIPUEMHOTO OTHEJEHHUs CIENYET ONPEACNUTh JAIbHEUINYI0 MAapLIpyTHU3ALHUIO
nanueHTa. lIpu BBIABICEHMHM IPU3HAKOB JIMICHTUYECKOIO IPUCTYIA, APYrou
OpPTraHWYECKOM  MAaTOJIOTMM  LEHTPAIbHOM  HEPBHOM  CHCTEMBI  IIOKa3aHO
IPOAOHKEHHE 00CIeA0BAHUS U JICUCHHSI B YCIOBUSIX OTAeNeHus: HeBpoJoruu. [lpu
BBISIBJICHUN NIPU3HAKOB SIUJIEITUYECKOTO CTaTyca CIEAYET NPOAOJIKUTH JICUCHHUE

B YCJIOBUAX OTACIICHUA PCaHUMAIIUU U WHTCHCUBHOM TCpalmu.

[IpenmnonokeHrne MCUXOTEHHOW MPUPOJBI MAPOKCU3MAIBLHOTO COOBITHSI TpeOyeT

OCMOTpa IICuxuarTpa.

IIpy Beckux AOBOAAX B II0Jb3Y CHHKOIIAJIBHOIO COCTOSHMS  IALUEHT
OCMAaTpUBAETCSI BpauOM-TEpaneBTOM (KapAHOJOroOM) U HaIpaBJsETCsS HA JICUEHUE

B T€PANEBTUYECKOE (KapAHOJIOTHUECKOE) OT/ICIICHHUE.

[Ipy HamMuMu y NDAOMEHTa YTPOKAKIIUMX HAPYUIEHUA CEPACYHOr0 pPHUTMA,
reMOJMHAMUYECKON HECTAaOMIBHOCTH CIEAyeT MPOJOJDKUTH JICUCHUE B YCIOBHUSIX
OTACJECHUS HMHTEHCHMBHOW Tepanuu. [lo mokasaHusiM, OCYIIECTBIISIETCA
KOHCYJIbTallMs Bpaya-Ccep/ICYHO-COCYIUCTOTO  XHUpypra. I[Ipy  HamMuuu
OOTYpUPYIOITUX UHTPAKApAUAIBLHBIX 00pa30BaHUI, OCTPOM CepIeYHO-COCYIUCTON
MAaTOJIOTUM TMAIMEHTA CJIEAYET HAIPaBUTh B OTHCIICHUE KapAUOXUPYPTrHUHM WU

PCHTTCH-OHAOBACKYJIIPHBIX MCTOAOB JICUCHMUA.



KpHTﬁpHH OLEHKH Ka4ucCTBd MG.E[HL[HHCI{(]I:J{ MOMOIIH

No BeinonHeHo /

KpUTEpHH KavyecTea He
BbINOMHEHO
3Tan NOCTAHOBKKW AgWarHosa NA/HET

1. Onpegened (bl) ANA NAUWEWTOB - BIPOCALIX W OETed TWN (b} 3NWNENTWYECKOra NpucTyna, dopMa OA/HET
INHASNCHA W/ UMK 3NWNENTUYSCKOND CHHAPOME, 3TAONOrWA 3NHUAENCHA W KOMOPOMOHBIE COCTOAHWA Ha
OCHOBaHWUM KNACCUMUKALMM INMNENTHYECKWX NMPHUCTYNOB W 3nunencyud MN30 2017 r.

2. MpoeeaeHo Hesponorvyeckoe obcnefoBaHWe ANR NaUWEHTOB - BIPOCNBIX W AeTeld C Bnepeonie NASHET
PAZEMBLLUWMCA INWUNENTHYECKHM MPUCTYNOM

3. MpoeeaeHa cTpykTypHaAa MPT ronoeHore Mosra (He MeHee 1,5 Tecna) nauMeHTaM — BIPOCnbiM M GETAM, OASHET
BNEPBLIE B MWIHM MEPEHECILIMM INWNENTHUYECKMHA NPUCTYN ANA BBIABMNEHWMA BOZMOMHOA NDPUYMHBI
jaﬁ*DHEEiaHMH

ApuMEYaHHE: WCOKIIOHWEHHE COCTABAAT NAUMEHTE € AETCKOA abcavcHoi  3nMAencHed o
BOSDECTIABEHCHMMON 3MMAENCHENR C UEHTDOTEMMOPENbHEIMK DA3DANEMK, ECAH BPAY YBEDEH B AWErHOIE.

4. MpoBegeHa No NoOKa3zaHWMAM perncTpauus aNeKTPOKapAWorpaMEMel NauMeHTam — E3pOCnsIM W AETAM NpK OASHET
Nogc3peHMA HE KapavoreHHY0 NpMpoay NapoKcM3Manbibix PacCTPoOMcTs.

5. MpoeeaeHel NabopaTopHBIE 3HANW3EI NALKWEHTAM — BIPOCALIM W AETAM C MNOAOZPEHHUEM HA IMNWAENCHID OA/HET
no NOKa3aHWAM ONA NPoEEfeHKA AWPdepeHUWansHore AWarHo3a W BLIABMEHWA AEKOMOEHCALMH
COMATHYECKWX 3300NeBaHri: oBWKWA [KNWHWYSCKMA) 3aHANW3 KPOBKW; aHanus KPoBW BUOXHMWYECKMEA
obWweTepaneBTHHECKHA {rmoKkosa, HATPWA, HKanui, HansLUMHA, MarHHmM, XNopuael,
acnaprtaTaMUHoTpaHchepasa, anaHWHaMuHoTRaschepasa v ap.)

6. Mpoeegeda pyTWHHAA 330 C PYHKUWOHENEHLIMK NpobaMd NaywedTaM - EB3POCNbIM W ABTAM C OASHET
NOA0IPEHHMEM HA INUMENCHID

7. MpoeegeHa NauMeHTaM — B3POCALM W AETAM KOHCYNbTauMA Epadqa-ncuxuMarpa npu Nod03peHrH Ha NA/HET
NCHXOMEHHYD NPWPO4Y MN3POKCM3IMANbHLIX COCTOAHMH WAW HE HANMWYME Y HWX  KOMOPGBWAHBIX
NCHXMYECKWX PACCTPORCTE, NOBEAEHYECKMX, 3MOUWOHANBHEIXK, KOTHUTHEHBIX HapYLWeHWA™

8. MpoBefeHa KoHCYNBTaUMA BPa4a-KapauMonora NauMedHTaM — B3pOCnbiM ¥ ASTAM NpW NOJ03PEeHHMM Ha OASHET
KapAMOreHHY o NPUpoLy NapoKCM3ManbHbIX paccTpodcTe®
3Tan ne4yeHHus -

9. Haznaueda nNpoTHMBOINWMAENTWYECKAA TepanwA nauMenTaM - B3pocibiM W OETAM B pPeXuMe DASHET
MOHOTEpanWy B COOTEETCTEBMM C OpMOR 3NMASNCHW W TANOM NPUCTYNOB, C YHETOM KOMOPOWAOHBIX
3aboneBaHWd W NPUHAMEEMbIX  CONYTCTEYOLWMX MNPEnapaTos, MNpW  YCTIHOBMAEHMM  OWArHo3a
“«IMHUAENCHA»

10. NpoBeaeHa KOPPeKuWA NpoOTHBO3NMIBNTHHECKOM TEPanKMM NayWeHTaM — B3POCNbBIM W AETAM: Nepexoq OASHET
H@ pPeXwWM anbTePHaTUBHOW MOHOTEPANWMW WIM pPauMOHANBHOW NONWTEPANMKM NPM  COXPaHEHWMK
MPACTYNOE WAM  NOABNEHWW NOBOYHLIX 3IPPEKTOE ¥  NAUMEHTOE, MPUHMMIKWHMY NEPBUYHYID
MoHoTepan«n MN20N
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