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BBenenue.

Cungpom Becta — BO3pacT3aBUCUMBINA SMWJICHTUYECKUNA CUHAPOM, OTHOCSIIIUNCS
K rpymnne MiIaJeHYeCKUX dMUICNTUYECKUX dHIledanonaTuil U XxapakTepusyronuncs
TPUAJ0N CUMITOMOB: OCOOBIM TUIIOM MPHUCTYIIOB B BUJIC WH(PAHTUIBHBIX CIIA3MOB,
TUIICAPUTMUEH Ha dIEKTpodsHIedarorpaMMe U 3aJCPKKOM MCUXOMOTOPHOTO
pa3BUTHSL.

Bnepsble nanHoe 3a0oneBanue onucan anruiickuii nenuatp W. J. West B 1841 r.
B J)KypHasie Lancet Ha mpumepe COOCTBEHHOIO ChiHA. SIBisIeTCsl OIHOM U3 Haubosee
qyacTelXx QopM AeTCKuX sHUEe(damonaThii, 4acToTa MPOSBICHUN B OOLIEH JETCKOM
nonysauuu gocruraet 2,5—-6 ciaydaeB Ha 10 000 HoBOpoxkaeHHBbIX nereil. B 85%
cilly4aeB J€0I0T MPUXOIUTCA Ha | roj KU3HU, MPEUMYIIECTBEHHO B MPOMEXYTKE
MexAy 3 U 7 MecslaMu, IpyU 3TOM B COBOKYITHOCTH OOJIBHBIX JE€TE€W MpeodIaatoT
MaJbYUKU.

CylecTByIOT OIpENEIEHHbIE TPYAHOCTH C OIPENECICHUEM, TaK KaK IIOHATHE
Nudantunpsbii cnazm u CuHapoMm Becta 4acto cUMTalOT CHHOHUMUYHBIMM.
Opnako B IOCIENHEE BpPEMs CTalla OYEBUJHA 3HAYUTEIIbHAS IIPEACTABICHHOCTH
MH(AHTUIIBHBIX CIIA3MOB BHE paMok cuHjpoma. Takxke no ganusiM ILAE ot 2017
rofja MOXKHO CJIielaTh BBIBOJ, YTO KJIACCHUYECKas TpHala JAaHHOTO 3a00JIeBaHMs
BCTPEYAECTC KpalHe penko. B cuily paHHeW IMarHOCTUKU U JICYEHUs NPOSBICHUS
KJIACCUYECKOM TMIICAPUTMUU MOTYT elle He PUKCUpoBaThes, HaA DI BBIABISAIOTCS
INPEATUIICAPUTMUYECKAE  COCTOSIHUS  (MyJbTHUPETrHOHANbHAas  AKTUBHOCT,
MoauuuupoBaHHas rurncaputMmus). [IoMHUMO 3TOro, CymecTBylOT TPYJIHOCTH C
BBISIBJICHUEM IICUXUYECKOIO perpecca y JHAeTed, KOTOpble H3HA4YalbHO HMMEIU
3aJ€pPKKY pa3BUTUS 1O JpyruM mpuurHaM. IlosroMy B Hacrosmee Bpems
PEKOMEHYeTCsl MCMOJIb30BaTh TEPMUH MH(paHTUIBHBIE CIa3Mbl, HA3BaHUE
«Cungpom Becta» ynorpebisieTcs 3HaUUTEIbHO PEXE.

ITHOJIOTHSI, TATOreHe3.

Cungpom Becrta pa3BuBaeTcs Kak y U3HaA4aabHO 3JJ0POBBIX JETEH, TaK U y JETEH C
TSKEJI0W OPraHMYECKOW MaToioruel rojoBHoro mosra. Hacuursisaercs 6omiee 200
pa3IuYHbIX 3a00JIEBAHMM, KOTOpPHIE MOTYT COINPOBOXKIATHCA HWH(AHTUIBLHBIMU
CIa3MaMH, Cper KOTOPBIX MOXKHO BBIIAECIUTH OTAEIbHBIC TPYIIIIbI:

- HeiipokoxkHbie CHUHIPOMBI: TyOEpO3HBIN CKIEpo3, HEpoPuOpoMaTo3, CUHAPOM
Crepmxa- Bebepa, cunnpom broxa-Cynbsuoeprepa, 6onesns Uto.

- ManbopMaliui roJoBHOIO MO3Ta: CUHAPOM AMNKapau, rojIONpo33HIedans,
reMuMeraisHuedanus, TreTepoTONuH, KOPTHUKAlbHbIE JUCIUIA3UU, Aarupus-
NaxXUrupus u T.A.



- MeraGonuueckue U JereHepaTUBHbIE PACCTPOMCTBA: (PEHUIKETOHYpUS, OOJIE3Hb
JJm w  gpyrue  MHTOXOHApUAIbHBIE  PAcCTpOMCTBa,  MONHAUCTPOUH,
AerkonucTpodun, HETOCTATOYHOCTh OMOTHMHHAA3bl. | €HEeTHYEeCKHEe CHUHIPOMBI -
cu"apomM /layHna.

- BuyTpuyTpoOHBIe MH(EKIMOHHBIE 3a00JIEBAaHUS

- I'mnokcuyecku-uieMmuyecKas BHHC(l)aJ'IOHaTI/IH, MOCJIEACTBUS HEOHATAIbHOM
THIIOTJIMKCMHUHU, IICPUHATAJIbHBIC MeTa00IMYeCKe MOpaXCHMA T'OJIOBHOI'O MO3ra.

- TpaBMBI 1 KPOBOTEUEHUS, OIYXOJIU OJIOBHOI'O MO3ra (PEIKO).

Taxxxe cunapom Becta MOXKET 3BOJTIOLMOHUPOBATH U3 cuHIpoma Ortaxapa, s
JaHHOTO (DeHOMEHA BBISIBIICHO T€HETUYECKOEe 000CHOBAHUE B BUJIE O0IIEH MyTalluu
resa GABRAI.

Ha cerogHsimHuil A¢Hb MEXaHU3M pa3sBUTHA 3a00JIeBaHH J0 KOHIIa HC BBISICHCH,
CymEeCTBYCT HECKOJILKO MAaTOICHCTUYCCKUX TeOprII

1) IloBbllIeHWE B KPOBU KOPTUKOTPONUH-PUIM3UHT TOPMOHA, 00yCIaBIMBaIOILIEe
MOBBIIIEHNE YPOBHS CTEPOMAHBIX T'OPMOHOB B KPOBHU. ODKCIEPUMEHTAIBHO HA
MbIIIaxX Jo0Ka3aHo, 4To BBeaeHue AKTI', mogaBisromero 3KCnpeccuio puiaInu3uHT-
(dakTopa, NPUBOJUT K YMEHBIIEHUIO SMUIENTHYECKUX CIIa3MOB.

2) AxrtHuBHM3aLMs TJIyTaMaTHBIX pELENTOPOB: [OKa3aHO B D3KCHEPUMEHTE Ha
JKABOTHBIX, MOCJIE€ BBEJCHUS AarOHUCTOB TIIyTAMATHBIX PELENTOPOB BO3HUKAIU
MH(AHTUIIbHBIE CIIA3MBbI.

3) JlecuHXpoHMsSI pa3BUTHS TOJOBHOTO MO3Ta: NpPU SKCIEPUMEHTAIBHOM
TOPMOKEHUU Pa3BUTUSA KOPBI OJHOTO M3 IMOJYLIAPUNA Yy KUBOTHBIX PA3BUBAJIUCH
ANWIENTHYECKUE MPUCTYIBI MO TUITY CHa3MOB, IpH 3ToM Ha D3I (ukcupoBanach
MOAU(PUIMPOBAHHAS TUIICAPUTMHUSL.

4) Hapyiienue B3auMOAEICTBUS MEKIY KOPOI TOJIOBHOTO MO3Ta U MOAKOPKOBBIMU
CTPYKTYpaMH: B DOKCIEpUMEHTE C HCKYCCTBEHHBIM HApPYLICHUEM KOPKOBO-
IIOJKOPKOBBIX CBSI3€M IOMMMO pPa3BUTUSA DHWIENTUYECKUX CIIA3MOB TaKkKe
OTMEYaJIach 3HAYUTEIIbHAS 3aJEPKKA Pa3BUTHSL.

5) AxtuBanusa [’ AMKGO-perienTopoB: 0TMEUYEHO, YTO Y KPBIC C U3HAYAIBHO BHICOKOM
AKTUBHOCTBIO JIaHHBIX pelEenTOpoB (oTMedaeTcs mnpu cuHapome JlayHa) mnpu
npoBefeHun IO PUKCUPOBAINCH MONUCIANK-BOJHOBBIE pPa3psijbl, BBEJICHUE
aronuctoB ['”AMK-penienTopoB NpuBOIUIIO K Pa3BUTHIO YMUJIECITUYECKUX CITA3MOB.

Kaunuuyeckue NMposiBJICHUHA, THAI'HOCTHKA.

WNHpaHTUIBHBIE CTIA3MBbl SBISIIOTCA XapaKTEPHbIM M YaCTO €IUHCTBEHHBIM THUIIOM
NPUCTYINOB Npu cuHApoMme Becra, u mpenctaBisitoT coO0l BHE3anHble, OOBIYHO
JBYCTOPOHHHE TOHUYECKHE COKPAIEHHUs MBILII] II€H, TyJOBHILA U KOHEYHOCTEH,
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crubarenbHble/pa3rudaTeabHbIe WK CMEIIaHHbIe (YCTAaHOBJICHO, YTO THUII ClIa3Ma He
3aBUCUT OT ATUOJIOTUU 3a00JI€BaHUSI W HUKAK HE OTpa)kaeTcs Ha JalibHEHIIeM
Pa3BUTHUU U MPOTrHO3€). Pe3koe MHTEHCUBHOE COKPAILIEHHE MOXKET JJIUTHCSI MEHEee 2-
3 CcekyHJ, moclie 4ero HaOJIIoJaeTcs KPaTKOBPEMEHHBIE MEPHUOJI C OTCYTCTBUEM
JIBUKEHUM, JTMOO CIMOHTAHHOW JBUraTe€bHOW aKTUBHOCTb, COMPOBOXKIAIOIIUICS
IJIa4yeM, BBIPAXXEHUEM CTpaJaHus Ha Jjune. Yamie BCEro MPUCTYIBI HMEIOT
CEpUUHBIN XapaKTep U MPOTEKAOT KJIACTEPAMHU OT HECKOJIbKHX cna3moB J0 100 u
Ooonmee 3a osmmu3oA. OOBIUHO B TEYEHHUE CEPUM XapAKTEPHO HapacTaHHe
WHTEHCUBHOCTHU MPUCTYIIOB C MOCTENEHHBIM yOBbIBAHUEM K KOHILY snu3oaa. Yare
BCEr0 HUMEIOT TEHJCHIUS BO3HUKATh Cpa3zy IMocjie NpOOyXKACHUS WU TpU
3aceimaHuu.  lloBTopstomuiicss ~ XapakTep  CHa3MOB  SIBISIETCS  BaXKHBIM
JUATHOCTUYECKUM TMPU3HAKOM, TaK KaK OTACJIbHBIE CIa3Mbl MOTYT MPEICTABISAThH
co0oli Man03aMeTHBIC ABUKEHUS B BUJIC OKUMAHUN TJIEYaMH, KUBKOB TOJIOBOM U
JABUKEHUHM IJ1a3 BBEPX, YTO BaXHO AUPPEepeHIUpPOBATh OT JT0OPOKAUYECTBEHHBIX
(eHoMeHOB (CIOHTaHHBIN pediekc Mopo, peakuys Ha KUIIEYHbIE KOJUKHU U T.J.).
YacTto BCTpewaroTCsi KIMHUYECKUE BapuaHThl B BHUJE  OJHOCTOPOHHHX,
ACMMMETPHUYHBIX CIA3MOB, UYTO HamOoJiee XapaKTepHO JUIsl aHOMAaJIUl pa3BUTHS
KOpBI TOJIOBHOTO MO3ra. B OOJBIIMHCTBE CilydyaeB MOMUMO MH(AHTUIBHBIX CIA3MOB
HaOIIOIA0TCA U JPYTrUe TUIBI MPUCTYNOB — (DOKAIbHBIE U T€HEPATU30BAHHBIC
KJIIOHUYECKUE, MHUOKJIOHUYECKHME W TOHUYECKHUE, YTO SBISETCS OCOOEHHO
XapaKTepPHBIM JJIs UCTUHHOTO cuHapoma Becra.

[IcuxoMOTOpPHBIN CTaTyC M0 Pa3BUTHS CHMITOMATHKHA MOXXET OBITh HOPMAaJIbHBIM
an00 HapymIeHHBIM W3Ha4dalbHO. Yaie TmposiBICHUS 3aJEpKKU Pa3BUTHUS
HACTYMAIOT elle A0 pa3BUTUs MH(DAHTUIBHBIX CHa3MoOB. Y MiajeHIeB Ha (oHe
HOJHOro Osaromoyyuusi perpeccus IIOBEJEHHMS C yTpaToi MHTepeca K
OKpY’KaloIlleMy, MOXET MCUYe3aTh KOMIUIEKC OXHUBJICHHS, TyJCHHE, JICTIeT, paHee
npuoOpeTeHHbIE HAaBBIKM CHIKAIOTCSA. (CuuTaeTrcs, 4YTO TEPBBIMH CTPAJAroT
(GYHKIIUM 3pUTENBHOTO U CIyXOBOTO AHAIM3aTOPOB, YTO MPOSBISETCS B BUJC
HapyHIeHUs (PUKCAIIUU B30pa U MPOCICKUBAHUS, OTCYTCTBHS PEAKIIMH Ha TPOMKHE
3Byku Ilocne manugecranum 3aboneBaHus y OOJBIIMHCTBA J€TEH HACTyHaeT
BBIp@XCHHAs 3aJlep’KKa B Pa3BUTHH M yTpaTa yXe MPUOOPETCHHBIX HABBIKOB, Y
ApYyTUX JeTed TpOSBICHUS KOTHUTUBHOTO JA€PHUIMTa  OTPAaHUYUBAIOTCS
3aTpyJHEHHEM  MPHOOPETEeHUS  HOBBIX  HABBIKOB,  yTpauMBaeTCAd  TeMI
MICUXOMOTOPHOTO Pa3BUTHS, HACTYMAET «IJIATO». HEPEAKO HAOII0JaeTCsl 0uaroBast
HEBPOJIOTHYECKasi CHMIITOMAaTHKa U TG (y3HasT MBIIICYHAS TUTIOTOHHSL.

[Ipn mnpoBeneHUM >aEKTpO3HIEPATOrpapuu BBISIBISIETCS 3JIEKTPOrpadUUeCcKuil
KOppensaT cuHApoMa Becra - WHTEpPUKTAIbHAS TUNCAPUTMUA. TUIIHAYHAS
runcaputmust (puc. 1) mHa 931" mposiBasieTcs peIKUMU MEJICHHBIMUA BOJHAMH U
BBICOKOBOJIBTHBIMM CITAMKAMH, BUIOU3MEHSIOIIMMUCS 10 MPOJOJIKUTEIBHOCTH U
JOoKanu3auuu. Pa3psanpl cmalkoB TeHEPAIM3YIOTCS, HO HUKOI/IA HE BBIMIAIAT KAK
PUTMUYHO MOBTOPSAIOLIUNCS OPraHU30BaHHBIN NATTEPH. TakKe CyleCTBYET
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MOHATHE MOAU(PUUMPOBAHHOW THUIICAPUTMUHU, NpU 3ToM Ha O3 BO3MOXKHO
COXpaHEHUE HEKOTOPOro (POHOBOTO pUTMA, NPU3HAKH CUHXPOHU3ALIUHU, BBISBIICHUE
MPU3HAKOB JIOKAJIU3ALHUU C YCTOWYUBBIM (POKYCOM CIIAMKOB WJIM OCTPHIX BOJIH.

WUkranpnas O30T (puc.2)  KIAacCHMYECKH  XapaKTepU3yeTcss  HaJudueM
FeHEPAIM30BAaHHOW MEJICHHOBOJIHOBOW aKTUBHOCTU OOJBIION aMIUIMTYAbI, MpPU
3TOM, HE CMOTpA Ha AUP(QY3HBINA XapaKTep, MOKET ObITh aMIIUTYAHBINA aKLIEHT B
ONpEJENECHHBIX OTBEJACHUSAX. B HEOOJbIIOM 4YHUCIE CiIyyaeB ONHUCAHO HAIWYUE
OBICTPBIX «BEPETEHOOOPA3HBIX)» BOJIH.
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Puc. 2. HxransHas D3I, Bchbllika MEAJIEHHOBOJHOBOW BBICOKOAMILUIATYIHOM
AKTUBHOCTH.

[ToMuMO 331 HEOOXOAMMO MPOBOJUTH CIEKTP OOCIEIOBAHUM, HAMpPaBICHHBIN HA
BBIABIICHHE DOTHUOJIOTMM 3a0ojieBaHus, B ToM uwncie MPT-guarnocruka,
F€HETUYECKOE KOHCYJbTHUPOBAaHUE, creluduueckue 1adopaTopHbIE TECThl MJIs
BBISIBJICHUS 3a00JI€BaHUN C HApYIIEHUEM OOMEHa.

B muddepenuuanbHoM auarHo3e HEOOXOAMMO HCKIHOYUTH TOOPOKayeCTBEHHBIE
SBJICHUS], IPU KOTOPBIX OTCYTCTBYIOT KaKHe-TM00 u3MeHeHust Ha D1

- I[O6pOKaquTBCHHBIC HEOMUICIITUYCCKUEC CIIa3MBbl, (1)CHOTI/IHI/I‘IGCKI/I CXOXHU€ C
I/IH(l)aHTI/IJ'IBHBIMI/I crra3MamMu, Ipru 3TOM OTCYTCTBYCT CBA3b CO CHOM W NU3MCHCHUA
MCUXUYCCKOI'0o CTaryca.

- 10OpOKa4YeCTBEHHbIII HOYHOW MHUOKJIOHYC (BapuaHT (PU3HOJOTUYECKHM
MUOKJIOHH)

- spasmus nutans, NpPOSBIAIOIINECS KUBKAMH U HAKIOHAMH T'OJIOBBI, HUCTAIMOM,
Ae0roTupyrolye B Bo3pacTte 4-12 Mec M CIOHTAHHO PErpeccUpyoIuX K 2 rojgam
KU3HH.

Taxxke HeEOOXOIMMO UCKIIOYEeHUE TmposiBaeHui cuHapoma Cannudepa,
OTIUYUTEIBHBIM TPU3HAKOM KOTOPOTO SIBJIIETCSI BOSHUKHOBEHHE MTPUCTYTIOB TTOCIIE
€/Ibl, YTO CBSA3AHO C HAJTMYMEM racTpoa3zodareaabHOro pedirokca.

Jleuenue.

B tepanuu npumensitorcs ropmoHanbHbie npenapatbl: AKTI (terpakosakrtun),
BUrabaTpuH (mpenapar BbpIOOpa NOpU HMHPAHTWIBHBIX CHA3MaxX BCIIEJICTBUE
TyOEpO3HOTO  CKJEpo3a),  BajlbOpoaThl,  OEH30JHA3CMHUHBI,  TOMUpamar,
aeBuTupaneraM. Bo3MOXXHO NpUMEHEHHE KETOT€HHOM TUEThl, B 3aBUCUMOCTU OT
MOP(OJIOrnYeCcKOi OCHOBBI 3a00JI€BaHUSI — XUPYprudecKas KOPPEKILIHsL.

IIporuos.

[IporHo3 3a00s€BaHMs 3aBUCUT OT ITHOJIOTHUYECKOro (akTopa pa3Butus. B ciydae
HUCTUHHOTO cuHApoMma BecTta ucxon HeONaronmpusTHBINA, C WHBAIMUIU3ALUEH U
BBICOKOI cMepTHOCTHIO. [Ipu riy0oKHX HApyIIEHUSX KOPTHUKAIbHON OpraHu3aliu
0KUJAEMO JNAJIbHEUIIIEE NEPCUCTUPOBAHUE CIIA3MOB B TCYCHUE HECKOJIBKUX JIET.
[Ipy MHOXKECTBEHHBIX SIUJIENTOTEHHBIX HApYLIEHUAX KOpbl (pakoMaTo3sbl,
mynbTHQoKanbHass ['MD) xapakrepHa TpaHcpopMauus B MYJIbTU(OKAIBHYIO
snuinencuto. Ilpu ovaroBeix (opmax KOPTUKAJIBHOM JMCTEHE3MH BO3MOXKEH
nepexoq B (QokanbHyro snwiencuto. [Ipm KpuntoreHHbIX (popmMax BO3MOMXKHO
[IOJJHOE CIIOHTAHHOE IMpEKpallleHue NnpucrynoB. Taxxe mis cunapoma Becra
XapakTepHa dBOJIIOLMs B cuHApOM JIeHHokca-I"acro.
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