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Cungapom Becra siBisiercst «ogHo# u3 KatacTpoduyeckux (HopM SMHUIIETICUU JETCKOTO BO3PACTa»
BCJIE/ICTBUE CJIOXXHOCTH KOHTPOJISI MPUCTYNOB U 3aJ€P>KKH YMCTBEHHOTO pa3BUTHs. Brepbie
naHHOe 3a0oJeBaHue onucan anrnuiickuil neauatp W. J. West B 1841 r. B )xypnane Lancet Ha
npuMepe COOCTBEHHOTO ChIHA. 3a00JICBAEMOCThH COCTaBisieT okoyio 2—-3 cimydaeB Ha 10000
KUBOPOXKJIEHHBIX. Ee MUK mpuxoauTcst Ha nepBble 6 MecslLEeB >KM3HM, a Ha Bo3pacT crapuie |
rona — toasko 10 % ciydaeB npebroTa.

CungpoMm Becra — BO3pacT3aBUCHMBIM SMWJICNTHYECKUM CHUHIPOM, OTHOCSALIMIICS K Trpymme
MITaJIeHYeCKUX SHIeanonaTHii U XapaKTepU3yIOIIUNCS:

1. 0ocoObIM THUIIOM HSHHJIENTUYECKHX MNPUCTYNOB — uHpaHTWiIbHBIME cnazmamu (MC),
MPEJICTaBIISIIONINE MAacCHUBHbIE MUOKJIOHMYECKHWE W (WJIM) TOHUYECKHE, Mpo- U (WIn)
pETIPONYIbCUBHBIE, CUMMETPUYHbIE U (MJIM) aCUMMETPUYHbBIC, CEpUilHbIE U (WIN)
M30JIMPOBAHHbBIE CIIa3Mbl aKCUAJILHOW U KOHEUHOCTHON MYCKYJIaTypbl

2. W3MEHEHUSMH Ha 3JIEKTpOdHIe(paIorpaMMe B BII€ TUIICOAPUTMUHN

3. 3alepKKON MCUXOMOTOPHOI'O Pa3BUTHSL.

Cumnromatrka. JleO0T WH(MAHTUIBHBIX CIIa3MOB Ha TIEPBOM TOAY JKU3HH OTMeuaeTcs B 85%
clly4aeB U HaumboJiee 4acTo MexAy 3-M u 7-M MecsueM Xu3Hu (77% ciiydaeB) ¢ MAKCHMYMOM B
BO3pacTe OKOJIO 5 Mec. BaxHeWmMM KIMHUYECKUM CHMIITOMOM 3a00JICBaHUS SBIISIFOTCS
SMUICNITUYECKUE TPUCTYNBI B BUJE HH(DAHTUIBHBIX cra3MmoB. HHaHTHIBHBIE CHA3Mbl —
OBICTPBIE COKPALIECHHS MBI IPOAOKUTEIBHOCTRIO 1—2 ceK, 3aHMMaroIIMe 110 CBOEH CKOPOCTU
MPOMEKYTOUHOE MOJIOKEHHE MEXAY MUOKIIOHUYECKUMHUH TOHUYECKIMH.
Knuanyeckue xapakTepucTHKH WH(AHTHIHHBIX CIIA3MOB BKITIOYAIOT:
1. Bo3pact peG&Hka mpu 1eO0Te MPUCTYIIOB;
2. xapaktep WH(AHTHIBHBIX CIIA3MOB:
- (hnexcopHbIe, SKCTEH30PHBIE, PIIEKCOPHO-IKCTEH30PHBIE (CMEIIAHHBIC);
- TOHUYECKHUE, MUOKJIIOHUYECKHUE WIH CMELIaHHbIE;
- CHMMETPHUYHBIE UIH ACUMMETPHYHBIE;

3. KJIacTEpHBINA WM OJUHOYHHBIA XapaKTep;

4. creneHb BBIPAKEHHOCTU MM HHTEHCUBHOCTh (SPKO BBIPAKEHHBIM WIM «CTEPTHIN»
XapakTep);

5. TIPOIOIKHUTENBHOCTD KaX/I0T0 MapOKCU3Ma M «KJIACTEPHBIX aTak» B LIEJIOM;

6. YHUCIIO MIPHUCTYIIOB U CEPUI B TEUCHHE CYTOK;

7. TIpEeMMYILIECTBEHHOE BpeMsl BO3HMKHOBEHHs (OOApPCTBOBAaHUE, COH, 3achllaHME —

npoOyXKAeHHE);
8. cocrosiHMe peOEHKa BClel 3a «KIACTEPHON aTaKOW»(BSIBIA, THUMOTOHHYHBIM, WU
HAIPOTUB TUIIEPAKTUBHBIN);

9. peakuus Ha JIUXOPAJKY.
B coorBercTBUM c HOBOM kiaccudukauued snuiencun 2017r. CUHAPOM SHUIENTUYECKUX
CHa3sMOB MOXeET ObITh OTHECEH KaK K (DOKaJbHBIM, TaK W K TeHepalM30BaHHBIM (opmam
MWIENICUN ¢ Hecneuuuyecko 3Tuosoruedt (CTpyKTYypHOM, MH(PEKIMOHHON, M€HETHYECKOH,
MeTaboanueckoii). B psje ciydaeB 3THONOTUS OCTaETCS HEU3BECTHOM.
OTHosiorust pa3HooOpa3Ha: HEKOTOPhIE XPOMOCOMHbBIE aHOMAJIMM, CUHIPOMBI C BPOXKIACHHBIMU
NOPOKAMHU PAa3BUTHSA, HACJIEICTBEHHbIE HEHPOKOXXHBIE CHHAPOMBI, BPOXKJIEHHBIE OIMIMOKU
MeTabonu3ma (Ha epBoM MecTe —(eHIIKETOHYpUS ), IUCTEHE3UsI MO3Ta (areHe3usi MO30JIMCTOTIO
TeNa, CUHAPOM AWKapau U JAp.), BHYTpUYTpOOHBbIE MH(MEKIWH, TMepUHATAIbHbIE H
MOCTHATaJbHbIE MMOpPAXEHUS] MoO3ra, omyxoju, HHpeknuu. llepeHeceHHbIE ayTOMMMYHHBIE
sHIEe(DATUTHl SABIAIOTCS (AKTOPOM pPHUCKAa pa3BUTHUA cHHIApoma. Ilpu 3ToM co BpemeHeMm
00HapyXHMBaIOT HOBbIE T'€HHbIE MYyTallUH, SIBJISIOIIMECS IPUUNHON 3a00sieBaHMsl, KaK HAIpUMeEp
WDR45.
Beigensitor nBa BapuaHTa cuUHApoMa Becrta: cuMnToMathyeckMii M KpuUNTOreHHbIM. [lpum
KPUIITOTEHHOM BapHaHTE OTCYTCTBYET HEBPOJOTNYECKasi CAMITOMATHKA U 33J1€PKKA pa3BUTHS —
penkuil BapuaHT 3a0o0yieBaHUS, KOTOPOE HUMEET XOpOLIUMH TMPOTHO3 M, TaKuM OOpa3oM,
(baKTHUECKH OTBEYALT KPUTEPUSAM I'eHETUYECKON (MIMONaTUYeCKON ) SIUIICTICHH.



KimHnyeckas xapTuHa.

Cemmoruka OC jJocTtaroyHa XapakTepHa: BHE3AMHbIE KPAaTKOBPEMEHHBIE COKpaICHUs
aKCUAJIbHOW MYCKYJIaTyphl — FOJIOBBI, I11€HU, TYJIOBHILA.

Yamie IBUKEHUS, peATN3yeMbI€ MBIIIEYHBIM CIIa3MOM, UMEIOT XapakTep (pIeKCOPHBIX: CTHOaHNE
rOJIOBbI, TYJOBHIIA, KOHEYHOCTEH (MPOINYJIbCUBHbBIE NPHUCTYIbI, 110 TEPMHUHOITUM HEMEIKUX
aBTOpOB). Pexe HAOMIOAAIOT HKTEHCOPHBINM BapUaHT: pa3sruOaHue TOJIOBBI M TYJIOBUIIA, HUXHHUX
KOHEYHOCTEeH, 1uied (peTpomyIbCUBHBIE IPUCTYIIBI).

B neiictButensHOCTH Hamboee 4acTo coveTaroTcs (JICKCOPBIHE M IKCTCHCOpPHBIE (DEHOMEHBI.
Bce 310 ompenenser uX KIMHUYECKYIO BapuaOeIbHOCTb: KHBKH, KIEBKH, «CajlaaMOBBI
CyJIOpOTU», CYIOpPOTM «CKJaJHOTO HOXa», M JAp., IO3TOMY OCHOBHBIM KIMHUYECKUMU
IpPU3HAKAMU SBJISIOTCSl BHE3AIHbIN, KaK MPaBHJIO, KJIACTEPHBIA OMiIaTepalbHbIM cliasM OceBOU
myckynaTypsl (10-15 crma3moB, ClIeIyrOMKX APYT 33 JPYTOM); KPATKOBPEMEHHOCTh — CEKYH THBIX
IPUCTYIOB, UX YaCTOTA JIECATKU U COTHH B JI€Hb, UEPEJOBAHUE «IUIOXUX» U «XOPOIIUX» JHEH.
Becbma xapakTepHblid PU3HAK — TPOMKHA MOCTHIPUCTYIHBIN IJ1a4 C BBIPAXKEHUEM CTpaJaHus Ha
JMLE.

B GonpmuHCTBE citydaeB Hapsay ¢ CD MOXHO HaOMIOJAaTh W IPYTHe BUABI SMHICITHUECKUX
NPUIAAKOB — (DOKAIbHBIE U F€HEPATM30BAHHbIE KIIOHMYECKHE, MUOKIIOHMYECKHE, U TOHUYECKHE,
YTO OCOOCHHO XapaKTEepHO JIi UCTHHHOTO CHHIpoMa Becra, T.e. Ui €ro CHMIITOMaTHYECKOU
(hopMBI C coueTaHMEM TPEACTABICHHBIX BBIIIE TPEX OCHOBHBIX ITPU3HAKOB.




DnekTposHiedanorpadus.

OCHOBHBIM, HO HE €IMHCTBEHHBIM, NAaTTEPHOM cuHApoMa Becra sBIseTcs TUICAPUTMUS.
Tunu4yHas runcapuTMusl XapaKkTepU3yeTcs HENPUPBIBHON BBICOKOAMIUIMTYAHON apUTMHUYECKON
MEIJICHHOBOJHOBON AaKTUBHOCTBIO C MHOTOYMCICHHBIMH CIIAHKaMHU, OCTPBIMH BOJIHAMH U
MEIJICHHBIMH TUK-BOJHOBBIMH KOMIUIEKCAaMH, ©0€3 CYyIIECTBEHHOW CHHXPOHHM3AlMU M IpU
OTCYTCTBUM MOSBICHMs Pa3psioB OWJIATEpaJbHO WIM B Pa3HBIX OTJENax B Ipejenax OJHOU
remucepbl. YKa3aHHble HapylIeHHs TPAKTHUECKH BCErJa IOCTOSHHBIE BO BPEMEHH U B
OOJIBIIMHCTBE CITy4aeB MPOSBIAIOTCS B COCTOSHUM Kak CHa, Tak W OoxpcrBoBaHus. [lo
obpasHoMy ormpezenaeHno Hrachovy, «rumcaputMus — 3To Xaoc U aHapxus Ha 930,






Knaccugukarus nsmenennit Ha 901 npu cunapome Becra:

1. Tunwunas (kaccuyeckas) TUTICAPUTMUS.

2. ArtunmunHas (MoAu(HUIMPOBAHHAS) TUIICAPUTMHUS

- (hparMeHTaus KJIaCCUUECKOW I'MIICAPUTMUM B COCTOSIHUN OOPCTBOBAHMSL.;

- BEIpaXeHHOE I Py3HOE 3aMeJICHIE aKTUBHOCTH;

- Hanmmuue aud @ y3HoN OBICTPOI aKTUBHOCTH;

- aMIUIMTYAHAsl aCHMMETPHUSI 3aIIMCH PETMOHAIIBHOM WM YHUJIATEPAJIbHO;

- HUINYKME yCTOWYMBOrO (oKyca.

CoOTHOIIICHHE TUITMYHOM U aTUM4HOM runicaputMun Gastaut onpenenwn, kak 63 % u 37%.

CoBpeMeHHas pa3BepHyTas KiacCupUKaus:

1. CunxponusupoBaHHass  rumncaputmusa. JlomuHupoBanue Ha OOl pa3psanoB
IeHEepPAIN30BaHHbIX OWIaTepaibHO-CUHXPOHHBIX KOMIUIEKCOB OCTpasi — MeJUIeHHas
BOJIHA; MOSIBJICHUE CUHXPOHU3UPOBAHHBIX TETA -, ajb(a — Iuana3oHa.

2. AccuMeTpuyHas TMIICapUTMHUS, MpPU KOTOPOM YeTKas aMIUIMTyJHas acUMETpHs

BO3HUKAET PETMOHAJILHO UJIM YHUIIATEPAIILHO.

['nncaputmust ¢ yCTOHYHUBBIM PETMOHATIbHBIM IATTEPHOM

['uncapuTmMusi ¢ pervoHaJbHBIMHU JIMOO TIE€HEPAIM30BAHHBIMU 3MM30]laMHU IOJIABICHUS
OMOAJIEKTPUYECKOM AKTUBHOCTU (THUIICAPUTMUS C HEPCUCTUPOBAHUEM CYIPECCUBHO-
B3PBIBHOTO MMATTEPHA).

5. T'umcaputmMusi ¢ BBICOKOAMIUIUTYAHBIMM ACHHXPOHHBIMH MEAJICHHBIMU BOJIHAMH H

CPaBHUTEIBHO €1a00 BBIPAXKEHHOM 3MNUIENTU(POPMHON aKTUBHOCTHIO.
Juarnos u auddepeHunanbHbli AUaHO3.
Jlnarno3 OCHOBBIBA€TCS HA CIEIYIOIINX JAHHBIX:
- Hayaso B Bo3pacte oT 3-x mec. Jlo 1 roxa (game 1o 7-8mec.)
- WHQAHTWIBHBIE CMa3Mbl KAaK OCHOBHOE KJIMHUYECKOE IMPOSBICHHE: MAaCCHBHBIE
reHEepaTN30BaHHbIE MUOKJIOHMYECKHE WM KOPOTKME TOHHYECKHME COKpAIEHUs MBIUII Tela U
KOHEYHOCTEH;
- 4acTOTa IPUCTYIIOB, JOCTUTAIOIASl COTEH B JIEHb, B OOJIBLIMHCTBE CIIy4aeB UX IPYNIIUPOBKA B
KJIACTEPHI CIAEAYIOUIUX JPYT 3 JPYIOM CHa3MOB;
- CTpaJaIbueCcKuil MOCTIPHUCTYIHBIN I1ay (KaK MPaBUIIO);
- TICUXOMOTOpHAs 3a/Iep>KKa Pa3IMYyHON CTENEHHU, BO3HUKAOIAs 10 Ae0I0Ta MPUCTYIOB WIH C
UX Ha4yaJloM;
- runicaputMus Ha O0I;
- CEpbE3HBIN NIPOTHO3.
B muddepeHunanbHO — [IHAarHOCTUYECKOM IUIAaHE MPEXKJE BCEro HYXKHO HMMETbh BUAY
JOOpOKAUYeCTBEHHbIE HE OSIWJIENTHUYECKHE CMa3Mbl, B 3HAUUTEIIHOW CTENEHH CXOXHUE C
SAMWIENTUYECKUMH Clla3MaMM TpU  cUHApoMe Becta u oTnuyaromuecs, Kak IpaBuilo,
OTCYTCTBHEM CBSI3U CO CHOM, HOPMAJBHBIM IICUXHYECKMM CTaTycoM M MmokaszartemsMu OOl
CymiecTByeT Takke J0OpOKaYeCTBEHHBIH HOYHOM MHOKIOHYC. Buawmo, 3T0 BapuaHT
(U3MOIOTMUECKUX MHOKJIOHHUM, TMOCKOJBKY OH MpOsIBIsSETCS BO BpeMs 3achimanus, D30I B
HopMme. ['acTporzodareasibHbli peduitokc y JAeTe ¢ auadparmMaibHON TphDKEH MOMKET
COMNPOBOXIATHCSI MPUCTYyNaMu (PIIEKCHU TOJIOBBI, HampsbkeHHs pyk — cuuapom Sandler.
OTnUYUTENbHBIN PU3HAK — BOSHUKHOBEHHUE NPUCTYIIOB Cpa3y MOCIE €/Ibl.
WudantunpHas wmactypOanusi, HaOmoAamomascss y JAEeBOYEK, MOXET COMpPOBOXKAATHCS
(bIEKCOpHOM TO30M, KOTOpas JIATHhCS OoJjiee CEKYHIbl, (PUKCHPYIOT THUIEPEMHUIO JIUIIA,
MOTOOT/I€TICHHE, peOEHOK «CYUHUT» HOTaMH.
Spasmus nutans: KUBKM ¥ HaKJIOHBI TOJIOBEI. XapakTepeH HuctarMm. J[eOroT Bo3pacte or 4 — 12
Mec. OTMEUaroT NOCTYypajbHYIO 3aBUCHUMOCTb — Bapualus CHUMITOMOB B 3aBHUCHUMOCTH OT
MIOJIOXKEHUS TeJla U TOJIOBBI. DNWIENTHYECKass aKTUBHOCTh Ha OOI' orcyrcTByeT. CIOHTaHHBIN
perpecc 110 2 JIETHEr0 BO3pacTa.
Jleuenune

~ow



C npumMeHeHHEeM B KIIMHUYECKOM MpakTUKe BUrabaTpuHa (cadpuil) 1 HEKOTOPBIX JAPYTrHUX HOBBIX
[I3I1, 6su1 cnenan cepbE3HbIi TpophIB B JeueHnn CB. [Ipu nanHOM 3a00JI€BaHUN TPUMEHSETCS
MEIMKaMEHTO3Has TEepamusi, KETOreHHas JueTa M XHUPYPruuecKkoe BMematenabcTBo. Llenb
JeYeHUsT — KYNUPOBAaHUE TMPUCTYNOB M OJOKHUPOBAHME HHTEPUKTAIBHON MPOJOIKEHHON
snmenTuGopMHOM akTUBHOCTH Ha D3I,

[Iporuo3 — 9C — Bo3pacTHO — 3aBUCHUMBINM CUHAPOM. Ero nanpHeiiliee TeueHne B 3HAYUTEIHHOM
CTETIEHU 3aBUCHT OT JIEXKAILETO B €r0 OCHOBE 3a00JIeBaHUS.

[Ipn wuctuaHOM cuHIpoMe Becrta (cmmmromaTwdeckas (opma) MPOTHO3 HEOIArompHUsATHBIN:
cpemy IeTeil BBICOKask CMEPTHOCTh M MHBaNUAHOCTB. [lo manasiM M.Dam u E.Kioboe, Tonbko
10-15% pnereld B manmpHEHIIEM CIIOCOOHBI TOcemaTh OOBIUHYIO MIKONY. IIporHo3 ocoOeHHO
IUIOXOM MpU Hanu4yuu MUKpoledanuu, Hadane 3abosieBaHus 10 3 Mec., MpU3HaKax Ipyooro
OpPTraHUYECKOTO MOpakeHUs: Mo3ra. A.A.AIMXaHOB CTaBUT MPOrHO3 Becta B 3aBUCHMMOCTH OT
CTPYKTYpPHBIX NOpakeHHi Mo3ra. OH onpenensieT cCleAyole BapuaHThl TEUCHUS:

1. JlanmpHeiimee nepcUCTUpOBaHUE MH(PAHTUIBHBIX CIAa3MOB B TE€UEHUE HECKOJBKUX JIET —
npy IyOOKM HapyIIEHUSX KOPTHKAJIBHOW OpraHu3alMy, OCOOCHHO JHCIHLEedanus, U
OOIIUPHBIX YMOPUOKIIACTUIECKHUX Tpolieccax (TuapoandHiedanms);

2. Tpanchopmanust cnasmMoB B MYNbTU(OKAIBHYIO SHHIENCHIO — KaK IPaBUIIO, TNPH
MHOXECTBEHHBIX JIUJICTITOTCHHBIX HapYIIEHUSX KOPBI: MPH TyOEpO3HOM CKIIEpO3e WIIH
MYJIbTU(OKATBHOM THINOKCHYECKH- MIIEeMUYEeCKOM »sHIedasonaTuy, pe3sUCTEeHTHOH K
[211.

3. Tpancdopmarus B mapiuualbHyIO SMHUICICHIO, OOBIYHO NMPH MOpAHLE(DATUH, 04aroBbIX
(hopmMax KOPTUKAITBHOM UCTECHE3HH;

4. Opomouus B cuHapoM JleHokca-I'acto. ABTOp MOAUEPKUBAET yAUBUTEIbHBIN (EHOMEH,
a UMEHHO YTO Takas TpaHCQOpMaIUs MOXKET OTMEYaTbCs NMPU KPUNTOTCHHBIX (hopmax
CB mpu OTCYTCTBUHM BBISBISIEMBIX COBPEMEHHBIMH METOJaMHU HEWPOBU3yaTU3aIUH
MOP(OJIOTHUECKUX U3MEHEHUI MO3Ta;

5. TlonHoe cHOHTAaHHOE TMpeKpalleHWe MPHUCTYNOB, Kak MpaBWwiIo, y OOJBHBIX C
KPUTITOTEHHOU (hOPMOTA.

ITo xnuHUYecKuM U 3jekTporpaduueckum nposisienusm K. Watanabe (2002) Bwiaenun
KpUTEpUM  JTOOPOKAYECTBEHHOIO U HEJAOOpPOKAYECTBEHHOIO  IPOrHO3a  TEUEHHS
3a00JIeBaHMS.

IIpu n0OpoKauecCTBEHHOM TEUECHHMHM OTMEYAal0T OTCYTCTBUE B CEMEHHOM aHaMHe3e
snmiencuid 1 @C, MOHOMOPQHBIBIA TUIT MPUCTYIOB, IICUXOMOTOPHOE PA3BUTHE TaKXKe
KaK U HEBPOJIOTHMYECKUI CTaTyC, HOpMalbHO, OOl B MEXIPHUCTYIHOM INEPHOJE HE
U3MEHEHa, MallMeHThl OTBeyaroT Ha 6a3ucHblie [1D11.

IIpn HeOnmarompusTHOM TedeHHWe B aHaMmHe3e HaOmomgarorcs PC, npuCTyIBI
HOJUMOP(HBI, TICUXOMOTOPHOE pAa3BUTHE 33JepKaHO, HEBPOJOTMUECKUI cTaTryc



W3MEHEH, IEKTPOrpaduuecKu — MaTTePHBI AMIICTITUICCKON dHIe(aToNaTHH, TAIlHeHTH
pe3ucTteHTHbl K coorBeTcTByronmuM [IDI1. B Takux cimywasx, kak npasuio, Ha MPT
HaXOJAT CTPYKTYPHbIE U3MEHEHUS.

KIO.Myxur u A.A.X0oauH TPHUBOAAT cleayroniue ¢GakTopbl HEOJAronpusTHOTO
IIPOrHo3a cuHapoma Becra:

1. Hannuue TyOepO3HOTO CKIIEPO3a WM TSKENBIX MOPOKOB Pa3BUTHS MO3ra, CUCTEMHBIX
3a0oneBaHuii  (BKJIIOYas XPOMOCOMHBIE aHOMAlWHM) HACJIEACTBEHHBIX OOJe3HEH
MeTaboIn3Ma;

2. cilyyau ¢ paHHUM JIeOI0TOM MPHUCTYIIOB /10 5 Mec.

3. Hayaso 3a00JIeBaHus C MOCIEAYIOIUM IIPUCOEUHEHHEM CIIa3MOB U TpaHchopmanuen
u3 cunapoma Otaxapa;

4. Haymmuwme mo0bIX apyrux npucrymnos, kpome MC

B ocnoBHOM cuHapoM Becta mposBisiercss B paMKax pasiIHYHBIX (OPM CHMITOMATHYECKOM
HNapUualbHOW SMMIIETICHU. DTO TMOATBEP)KAAeT TpaHcopmanuio cuHapoma Becrta: B Hammx
HaOmoaeHnsX B cuHapoM JleHokca-I'acTo u 3aTteM B MOM(OKAIbHYIO SIIJICIICUIO, a TaKXKe B
(doKanbHYIO JTOOHO-A0JEBYIO UJIEIICHIO.
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