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Jucmonus — 3mo deueamensHoe paccmpoiicmeo, ces3aHHoe ¢ OUCOAAAHCOM 8030YAHCOAIOUUX HellPpOMeOUamopos u xapakmepusyouie-
ecst NOCMOSIHHbIM UAU INU300UMECKUM COKPAUeHUEM Mblully ¢ YOPMUPOBAHUEM NOBMOPHBIX CIEPEOMUNHBIX 08UNCEHUN U/Uiu no3. Y
Oemeil Maaduie2o 803pacma OUCMOHUYECKUE 2UNEePKUHe3bl MO2YM 6X00Umb 8 CIPYKMYpPY MHO2UX CUHOPOMOS, KOMOpble UMEHMm pa3-
AUYHBlE dmuoaoeutecKue QaKkmopsl, npoeHo3 u nevenue. [Ipedcmaesnensl pazauunvle KAUHUYECKUEe 8apUAHMbl QUCMOHUN: UOUONAMU-
yeckue 000pokanecmeeHHble ¢ 0e0IMOM HA NePeoM 200y JCU3HU, HA (OHe pe3udyanbHO20 NOPANCeHUs HEPBHOIU CUCMeMbl; HacaedCcm-
6eHHble uduonamuveckKue U cUMnmMomamuveckue OUCMOHUU NPU PAAUYHBIX CUHOPOMAX U 00Ae3HAX 00MeHa; CXOOHble COCMOSHUS.
Juaenocmuka ducmonuu 'y demeii mpebyem npumeHeHus WupoKko2o cneKkmpa 00c1e008aHUil, 6 MOM HUCAe Hellpo8U3yaIu3ayuu, npo-
0042CeHH020 8U0e021eKMPOIHUedharoepapuuecKkoeo MOHUMOPUHea, eeHemu4eckux uccaedoganuil. Juggepenyuanvuvlii duaeHos ou-
cmonuu 'y demeil nPOGOOSM ¢ PA3AUMHBIMU NAPOKCUSMANLHBIMU COCIOSHUAMU 0emcK020 603pacma 3nUAenmu1eckoil U Hesnuienmu-
YecKoil npupoobl.

Karoueevte caosa: oucmonus, uouonamuueckas OUCMonUs, CUMRMOMAMU1ECKas OUCIOHUS, HACAeOCMEeHHble 001e3HU 0OMEHA, INUAENCUS,
cmepeomunuu, SnULeNMUMeCKUll NPUCMYN, MAZHUMHO-PE30HAHCHAS MOMO2PAPUS, 8UOCOINeKMPOIHUCPAN0epaAPUHECKUT MOHUMOPUHS
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Distonia is a movement disorder associated with imbalance of excitatory neurotransmitters, and it is characterized by continuous or episodic
muscle contraction that forms repetitive stereotyped movements and/or postures. Dystonic hyperkinesia of younger children can be included into
the structure of many syndromes that have different etiological factors, prognosis, and treatment. Different clinical variant of dystonia are repre-
sented: idiopathic benign dystonia with the onset in the first year of life; dystonia against the background of residual damage to the nervous system;
hereditary idiopathic and symptomatic dystonia with various syndromes and metabolic diseases; similar conditions. Diagnostics of dystonia of
children requires application of a wide range of examinations, including neuroimaging, continuous video electroencephalographic monitoring,
genetic research. Differential diagnosis of dystonia of children is performed regarding various paroxysmal states of childhood of the epileptic and
non-epileptic nature.

Key words: dystonia, idiopathic dystonia, symptomatic dystonia, hereditary metabolic diseases, epilepsy, stereotypes, epileptic seizure, mag-
netic resonance imaging, video electroencephalographic monitoring

JMCTOHMUST — 3TO IBUTATEIIFHOE PACCTPOMCTBO, CBSI-  IIMECS CKPYUYMBAIOIINE ABVKCHUS JIMOO TTATOJIOTMUCCKIE
3aHHOE C IMCOAIAaHCOM BO30YXKIAIOIINX HEMipOMEnraTo-  IO3BI TYJIOBUIIA, IIIEH, PYK, HOT M CITa3Mbl MBIIIIIT JTUIIa»
POB M XapaKTepU3yloleecs MOCTOSTHHBIM MW ITU30I1 - [12]. L. Geyer u S. Bressman (2004) BHecn B ompeaese-
YeCKMM COKpalleHMeM MbIIL ¢ GopMUpOBAaHMEM  HHME OUCTOHMUM DS JOIMOJHUTEIbHBIX XapaKTePUCTHK,
IMOBTOPHBIX CTEPEOTUITHBIX ABVKEHUI U/WiIK 1103 [26].  KOTOpBIE 3aBUCST OT BO3pacTa, 3TUOJIOTUH, ITIOPAXKEHHOI
BniepBbie TepMUH «TUCTOHMSI» OB MpemioxeH OrreH- yactu Tenma [21].
reiimoM B 1911 1. 111 0603HAYCHUST «CUHIAPOMA TTOCTOSTH- [To aTroMmOrNy AMCTOHUIO ACIISAT HA IEPBUYHYIO (MIMO-
HBIX MBIIIICUHBIX COKPAIIICHNI, BEI3BIBAIOIINX ITOBTOPSIIO-  TTATUYECKYIO) U BTOPUYHYIO (CUMIITOMATUIECKYIO) [24].
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[lepBuyHas TUCTOHUS — 3TO 3a00JIeBaHUE, OCHOB-
HBIM ¥ ¢IMHCTBEHHBIM CUMIITOMOM KOTOPOTO SIBJISICTCS
IUCTOHWYECKUI TUTIEPKIHE3 (IOITyCKAeTCsI TAKKe HaJIM -
Yue TpeMopa U MUOKJIOHHI); TabopaTOpHBIC M Hepopa-
NIVOJIOTUYECKHUE UCCIeNOBAaHUS B HOpME, B aHAMHE3€
OTCYTCTBYIOT (DaKTOPBI, CITOCOOHBIE BBI3BIBATH TUCTOHUIO
(MHMeKIM, TpaBMbl, MTHTOKCUKAIINA U T.1.). TaKuM
00pa3oM, epBUIHAS AUCTOHUS — 3TO IMATHO3 MUCKITIO-
YeHUS.

BropuuHas 1ucTOHMS BO3HMKAET IIPU MTOPAXKEHUU
CKOPJIYIIBI, pexke — OJIeTHOTO mIapa niu Tamamyca. K mo-
ITOOHOMY M30JIMPOBAaHHOMY MOPAKECHUIO MOTYT IIPUBO-
IIUTHh UHCYJIBTHI, TPABMBI, TUTIOKCHST-ac(PUKCHS (10 MeXa-
HM3MY HapylIIeHUS MO3TOBOTO KPOBOOOpaIleHMs
B COOTBETCTBYIOIINX OacceifHax), 0071e3HN 00OMEHA U 9K~
30TeHHBIE MHTOKCUKAITNN (TI0 MEXaHU3MY HaKOTUICHMUST ).
[Tpu 3TOM KpoMe AUCTOHNH Y OOJBHBIX OTMEYAIOTCST pa3-
JIMIHBIC HEBPOJIOTUIECKUE CUMIITOMEI [20].

Knaccuturkauus

[To MHeHMIO OOJIBITMHCTBA YUCHBIX, HE CYIICCTBYET
OINTUMAJIBHOM KJTacCH(UKAIIUY TUCTOHUM. TeM He McHee
Takue Kiaccu(PUKAIMU HEOOXOMUMBI TIPU TUATHOCTUYC-
CKOM TIOMCKe: 0e3 HaIJIeXKaIlleTo «ITyTeBOIUTEIIS» JICTKO
3a0JTyIUTHCS CpeIr OTPOMHOIO MHOXKECTBA TMCTOHUIA.
HawubGonee ynauHyto kinaccudukaiuio, NpuHATYIO B Ha-
crosimee BpeMss MexXIyHapOoTHBIM OOIIeCTBOM IETCKMX
HeBpousoroB (International Child Neurology Association,
ICNA), npemntoxwt S. Fahn B 1987 1. [25].

Hpuonamuyeckue noﬁponaqecmnennble ABUramenbHblie

paccmpoiicmBa ¢ nebomom Ha NepBoM ropy HusHu

Ilapoxcusmaavroe monuteckoe 3asedenue 630pa Xapax-
Tepu3yeTcs MOBTOPHBIMU 3TMM304aMU 3aBEICHMS TJa3
BBEpX, pexke BHU3, C AcOIOTOM Ha IMEPBOM IOy XU3HM.
YacTo coyeTaeTcs ¢ KOMIICHCATOPHBIM CTHOaHWEM IIIer
U1 HUCTarMOM, peXe — ¢ aTakcueit. JIMuTeTbHOCTD 31130~
J1a — OT HEeCKOJIbKHUX YacOB A0 HECKOJbKMX gHei. [opu-
30HTaJIbHBIC IBIKCHUS TJIa3 HE HapyIIeHBI. DMU30IbI
IIPOBOIUPYIOTCS BO30YKICHUEM, NHTCPKYPPEHTHBIMU
nHpekusIMu. COCTOSTHIE MMEET UINOITaTUICCKYTO ITPH-
pomy, IIPeaITOIOKUTEIFHO ¢ ayTOCOMHO-TOMUHAHTHBIM
TUTIOM HacJIeIOBaHUSI. MOXKET BBISIBISTHCS MYyTaIlWs
KabpineBbiXx KaHamoB CACNAIA. MarHUTHO-pe30HAHC-
Hast toMorpadusi (MPT) romoBHOTro Mo3ra B HOpME, pexke
OTMEYAIOTCSI TUITOMUCTUHU3AIINS, TIEPUBEHTPUKYIISIPHAS
neiikoMassaius. Crienimdrdeckoe JedeHne He pa3padoTa-
Ho. B HekoTophIx caydasx apdekTrBHa JieBomona. dud-
(epeHIMATBHBIN IMarHO3 ITPOBOISAT C AIMICTITHYCCKIMMI
MIPUCTYIIAMH, B YACTHOCTU C OKYJIOMOTOPHBIMH TIPUCTY-
ITaMU ¥ aTUITMYHBIMY abcaHcaMu. TOHMIeCKoe 3aBeIcHIE
B30pa CIIOHTAHHO IIpeKpalaeTcs B Bo3pacTe 1—4 JeT.
[TporHo3 6aronpusTHBIN; OTHAKO MOTYT COXPAHATHCS
aTakcysi, KOTHUTUBHBIC paCCTPOICTBA U IJIa30BUTATEIIb-
HbIe HapyeHus [28, 37].

Spasmus nutans (KuBaTeJIbHAsI CyIOpOra) HAaYMHACTCST
y geteit B Bo3pacte oT 3 no 12 mecanes. [Ipeacrasuser
co00ii MeUIeHHOe KauyaHWe TOJI0BOI (¢ 4acToTol 2 B ce-
KYHIY), B TOPU30HTAJIbHOM (HET — HET) WIW BePTUKAIb-
HOM (ma — ma) HampaBieHMsIX. [Ipenmonaraior, 9To Kada-
HHE TOJOBOM KOMIICHCHPYET MMEIOIINICS HUCTATM.
Bo Bpemst huKcarim B3opa Ha IpeaMeTe KadaHUe YCUITU -
BaeTcs. COCTOSTHME KyIMPYeTCs Yepe3 HECKOIBKO MECSI-
1IeB, a HUCTarM MOXKET COXpaHITbesa 10 5—12 net. MPT
B HOPME, B PEIKHUX CIIy4YasiX BBISIBIISIIOT JUCTCHE3UIO YePBS
Mo3xeuKa. [IporHo3 XopoImii, ICUXOMOTOPHOE pa3BUTHC
He cTpagaeT. JuddepeHIInaIbHBIN IUaTHO3 TPOBOIST
¢ MHGAHTWIBHBIMHA CITa3MaMU IIPU STUJICTICHHI U CTEPEO-
uruamu [27, 31].

JloOpoxauecmeenHbLil napoKcu3MaabHbLil MOPMUKOAAUC
BO3HHMKAET B BO3pAcTe OT 2 10 8§ MecsIIeB KM3HU, BhIpa-
JKaeTcsl MOBTOPHBIMU ITPUCTYIIaMM KPUBOIIIEW, KOTOPBIC
IJISITCSI OT HECKOJBKUX MUHYT 10 HECKOJIBKMX HEIElb.
MoryT conpoBoOXaaThCsl BO30YKIeHHUEM, 0JIETHOCTHIO,
aTakcueii, ppoToii. HeBposormaeckuii craTyc Bo BHEIIPH-
CTYITHOM IIepHOIe B HOpME. DIU30IbI KYITUPYIOTCS CITOH-
TaHHO K 2—3 romaM, pexe — K 5 rogam. B 1I1kosibHOM BO3-
pacTe 4acTo pa3BUBAcTCSI MUTPeHb. I IMarHOCTUKH
HEOO0XOIMMO IIPOBOIUTD BUACOIIEKTPOIHIICDanorpapu-
yeckuii (Bumeo-D30I') monutopunr, MPT romxoBHoro
1 CIIMHHOTO MO3Ta, TeHETUYECKUI aHaJIu3 ISl TIOMCKa
myTtauuniit CACNAIA u PRRT2. InddepeHumanbHbIIT
JIMarHO3 IIPOBOST C 3IMIJICTICUEH, TMCTOHUEH, HeIpoJIeT-
CHUEU, OITyXOJISIMU 3aIHEW YEPETTHOU SIMKU, TTOBPEXACHU-
eM IICHOTO OTaesla CIIMHHOTO Mo3ra. CrennaibHOTO
JieyeHust He Tpedyetcs [11].

Bposrcdennas kpugoutes TiposIBISICTCS TATOJIOTTICCKIM
ITOJIO>KEHMEM TOJIOBBI ¥ OTpaHUYCHUEM JIBIKCHUIA B IIICe.
[Nomasnsttolee OOMBITMHCTBO CIyIaeB CBI3aHO C HapyIIe-
HHEM TeYeHHST 0epeMEHHOCTH 1 POIOB, TIPUBOISIIINM K 13-
MEHEHUSIM B IICHHOM OTIC/IC TTO3BOHOYHMKA, MBIIIIIIAX,
IMTOKPOBHBIX TKAHSIX, a TaKKe K Pa3IMIHBIM BapraHTaM
TTOpakeHUS IICHTPaIbHOI HEPBHOM CHCTEMBI (IT0 MEXaHM3-
My I'MIOKCUM-achUKCUU U TpaBMbI). Menee 5 % cityyaeB
BPOXICHHOM KPUBOIIIEW COCTABIISIIOT aHOMAJIAN IIICITHOTO
OTJIelIa MO3BOHOYHMKA (cuHapoM Kimurmens—Peiinst), Ko-
TOPBIC BCTPEUAIOTCS M30IMPOBAHHO WJIM B COCTaBE CUHIPO-
MaJIbHOM T1aTosioruu. JIJiss MMarHOCTUKA TTIOMUMO HEBPO-
JIOTHYECKOTO OCMOTPA MMEET 3HaAYeHUE YIbTPa3ByKOBOE
HCCIIeIOBaHME MIEHHOTO OTAesIa IIO3BOHOYHUKA, TPYIUH-
HO-KITFOUMYHO-COCIICBUIHBIX MBIIII ¥ TOJIOBHOTO MO3Ta;
T10 TIOKA3aHUSIM IIPOBOIST PEHTTEHOJIOTMUECKOE UCCIEeI0-
BaHUE LIEMHOTO OT/es1a TI03BOHOYHUKA [17].

Jlobpoxauecmeennas uouonamuyeckast OUCHOHUSA MAA-
denuecmea — CeTMEHTapHasl MTMCTOHUS, Jallle BepxHei
KOHeYHOCTH. Bo3HMKaeT B Bo3pacTe OKOJIO 6 MeCSLEB,
CITOHTAaHHO KyIUpyeTcs K 2 romaM. JlucToHnyeckas ycra-
HOBKa KOHEYHOCTH (TIPOHAIMS TIPEATIeUbs, IIeKCus
KHCTH) OOBIYHO 3aMETHA B TTIEPUO/, KOTma peOeHOK OCBa-
WBacT HOBHIC IBUTATEIbHBIC HABBIKY — ITOJI3aHUE, XOIbOY.
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PazBuTne pebeHKa He CTpamgacT, HeBPOJIOTUICCKUIA CTaTyC
B HopMe. 17151 MCKITIOUeHMST 3a00JIeBaHMI HEPBHOM CHC-
TeMBbI (IIPOTPECCUPYIONINX TUCTOHUH C IeOI0TOM B JCT-
CKOM BO3pacTe, Iape30B IJICYCBOTO CIUIETCHUS B poaax,
reMHUIIapeTuyeckoil (hOpMbl IETCKOTO LiepedpaibHOTO
mapannya (JILIIT)) m opTonmeanmyeckKux mpoodieM HeooXo-
Mo poBoanTh DDI, MPT roioBHOTo 1 CIMHHOTO MO3-
ra [26]. JleueHnue He TpeOyeTcs.

Pe3unyanbHbie ABUramenbHbie paccmpoiicmsa

JIIIII — nBuraTeabHbIe HAPYILIEHUS y IETei ¢ TToCIel-
CTBMEM IIepPUHATAJIbHOTO MOPaXKeHMs TOJIOBHOTO MO3Ta
BKJTIOUAIOT: TUCTOHWYCCKIE aTaK1, TUTICPKIUHE3BI, YCUIIe-
HHE TTO30TOHUYECKHUX pedieKcoB. B HeBpoornueckom
cTaTtyce OTMEUYaeTCs TTOBBIIIICHIE I TTOHKEHUE MbI-
IIIEYHOTO TOHYCA, TUIIeppedIekcns, 3aaepxKa pa3BUTusI,
IJ1a30aBUTaTeNIbHbIC CUMITOMBI. M PT BBISIBIISIET KOPKO-
BO-TIOIKOPKOBYIO aTpO(HI0, IEpUBEHTPUKY/ISIPHYIO JICH-
KoMansuio [14].

Tunepxunemuuecrxas gpopma JII1 u eunepourupybuno-
6as 3nuearonamus. B anamHe3e HEPEIKO BBISIBISIIOTCS
HapyIIeHUS TIEPUHATAILHOTO Tieproaa (HEIOHOIIIEHHOCTD,
CeTICHC, allnIo3, pe3yc-KoH(IMKT). [IcuxoMoTopHOE pas-
BUTHE TIPOUCXOINT C 3aICPXKKOI, oTMedatoTces nuddysHast
MBIIIIEYHAST TUTIOTOHUSI, BRIPaXKeHHBIC TUTICPKUHE3HI (aTe-
TO3, TUCTOHMS ). MOXKET OTMEUaThCsl yMEpEHHasI CITaCTUKA
B IMCTAJIBHBIX OTAE/IaX KoOHeUHOCTel. Korma pebeHOK Ha-
YUHAET XOIUTh, CTAHOBUTCS OYCBUIHOM Ipy0ast TyJIOBHUIII-
Hasl aTaKCHsI 1 MOTOpHasi HEeJIOBKOCTh. Peub mu3apTpuyHa,
HabIromaeTcs rurepcaauBanyst. YacTsl HApyIICHUS CTyXa,
SMM30bI 3aBEACHUS B30pa BBepX. B comaTmueckom craTy-
Ce BCTPEYaroTCsl AUCIIIA3KS SMaJIN 3y00B, (DYHKIIMOHAIb-
HbIE HapYILLIEHUsI XKeTy104HO-KUIlIeuHoro Tpakta. Ha MPT
BBISIBJISTIOT M3MEHEHME CUTHAJIA OT OJIeTHBIX IIapoB, Cy0-
TaJJaMUYECKUX SIAEP, peXKe — Orpambl, IEPUBEHTPUKYIISIP-
HyO JIeKOMaJTAmio. YacTo BCTpeuaeTcst HelipoceHCOpHasT
TYTOyXOCTh (OCOOCHHO TP THIICPOMINPYOMHOBOI SHIIE-
danonaTun), CHIDKCHUE TIPOBEICHUS UMITYJIbCa IO JaH-
HBIM 3pUTEJIbHBIX BBI3BAHHBIX TOTEHIIAJIOB [35].

Ilocmmpasémamuyeckas oucmonus pa3BUBACTCS ITOCTIC
TPaBMBbI TOJIOBHOTO MO3Tra, Yallle B BUAE TeMUIUCTOHUU.
B HeBpOIOTMYECKOM CTaTyCe BBHISIBISIIOTCSI CUMIITOMBI,
YKa3bIBaIOIINE Ha OYar ITOBPEXKICHUS: TJ1a30IBUTATEIIb-
Hble HapylleHus, nu3apTpusi, mape3sl. Ha MPT ronos-
HOT'0 MO3Ta BBISIBJISICTCS OMHOCTOPOHHEE IMOpaxkeHMe
0a3abHBIX sIAep. XapaKTepHa PE3UCTEHTHOCTh K MEIU-
KaMeHTO3HOMY JieueHU10. [TonoxuTeabHbli 3¢ HeKT MO-
TYT OKa3bIBaTh MHBCKIINU OOTYJIMHUIECCKOTO TOKCHUHA,
mpu Hea(PHEKTUBHOCTU TTOKA3aHO HEMPOXUPYPTUUECKOE
BMeIIaTeabCTBO [16].

[lBuramenbHblieé paccmpoiicmBa HacneAcmMBeHHoil

Jmuonoruu

Ilepeuunas mopcuonnas ducmonus. JJanaoe 3adoJe-
BaHWE MUATHOCTUPYETCS B CIyJasix, KOT/AA AUCTOHUS SIB-

JISIeTCST eAUHCTBEHHBIM KIMHUYCCKUM CHUMIITOMOM (3a
HUCKJIIOYEHUEM TpeMopa 1 MUOKJIOHYCA), OTCYTCTBYET
Kakasi-J1m00 5K30T¢HHasl IMMPUYMHA, a TAKXKe HET APYTHUX
HAaCJIeICTBEHHO-IeTeHEPaTUBHBIX 3a00J1¢BaHNI HEPBHOM
cucTeMbl. B HacTos1Iee BpeMsI OOIICTIPUHSITOM SIBISIETCS
KJIaccuUKAUS IEPBUYHBIX TUCTOHUI 110 JIOKYCaM My-
TaHTHOTO reHa. HyMepauus J10KycOB MPOBOJUTCS B XpO-
HOJOrMYecKoM mopsaake ux orkpeitTus (DYT1, DYT2
U T.1.) U KIMHAYECKOTo 3HaueHusT He umeeT. K cerom-
HAITHEMY THIO OTKPBHITH 23 HO30J0TUYeCcKue (hOPMBI
TOPCUOHHBIX TUCTOHUI. HekoTophie MyTalium B Iaib-
HelileM He TToATBepxKaeHb! (Hampumep, DYT7, DYT13).
He BceM MyTauusam mpu AUCTOHUSX ObLJIO MPUCBOEHO
Ha3zBanue DYT-nokycoB (Hampumep, mytanuu SPR,
CIZ1), a HeKOTOpBIE XOPOIIO M3ydeHHBIC TUCTOHNYEC-
CKHE CUHIAPOMBI KJIaCCUGMUIUPYIOTCSI KaK MapKUHCO-
Hu3M [1, 7].

VY nereii nedrotupyior DYT1 1 DYT6, ipuuem B 25 %
cyJyaeB — 10 2 JIeT, 3a00JIeBaHUSI HAUMHAIOTCST C TUCTO-
HUU TUCTAJIBHOTO OTIEeJIa OTHOI 13 KoHeuHocTel. [Tocre
nebrota 001e3Hb MEIJICHHO TTPOTPECCUPYET IO TeHepaIH-
30BaHHOM (popMBI. 1151 TaHHBIX (DOPM MEPBUIHON AUCTO-
HHUU TATOTHOMOHWYHO OTCYTCTBHE 3(h(PEKTa OT JICBOMOITHI.
I1pu npoBenenun MPT rosoBHOTo M0o3ra CTPYKTYPHBIX
HapylIeHWI He BeIsIBIsIeTCs [18].

Cundpom muoraonyc-oucmonuu (DYT11). J1e0roT c Ha-
pylieHus moxoaku B 12—18 mec. Pa3BuBaeTcst CTOHTaHHBIN
MMOKJIOHYC Ha ()OHE MMCTOHUH TYJIOBUIIA U BEPXHETO ITIe-
yeBoro mosica. CUMIITOMBI MCYe3al0T K ITOAPOCTKOBOMY
BO3pacCTy WUIM OCTAIOTCS M0 KOHIIA XM3HU. OTMeYaloTcs
KOMOPOMIHBIC HApYIIICHUS TIOBSICHYSI, YMEPEHHAsT MHTEI-
JIEKTyaJIbHasl HeIOCTaTOYHOCTh. B HEBPOJIOIrMUeCKOM CTa-
TyCE 9aCcTO BCTPEYAIOTCS TPEMOP Y MBIIIICYHAST TUTIOTOHUSI.
MPT u B3I B Hopme. 3aboJieBaHME BBI3BAHO MyTallMEii
B rene SGCE [18].

J0DA-3aeucumas oucmonus (DYT5, cunopom Cezaso,
ducmonusi-napxurconuzm). JINCTOHNS CHavYaIa pa3BUBacT-
CsI B OMHOI KOHEYHOCTH, 3aTeM 3aXBaThIBACT IPYIYIO KO-
HEYHOCTh. XapaKTePHBI JTHEBHBIC KOJICOAHUS TBUTATCIIb-
HBIX HApYIIEHUH, YIydIlIeHne OT HU3KKX 103 JICBOIOITHI.
Hesponornyeckuii ctaTyc BKIIO9AaeT TPYObIe TBUTATEIIb-
HBIC HAPYIICHMST, THITOKMHE3UI0, pUTUIHOCTD. KimmHmae-
cKasl KapTWHa ITOXOXa Ha CIIAaCTUUYECKYIO IUILICTUIO
ripu JILITT. OcHOBHOIT TMarHOCTUYECKHIA TECT — Ha3Have-
HHE JICBOMIOIIBI, ITOCJIe KOTOPOTO TTPOMCXOAUT «IpaMaTh-
YeCKOE YIIy4YIIICHNE» BIUIOTh IO TIOJTHOTO BBI3IOPOBIICHMSI.
HeiipoBusyanmzamms B HOpMe, B OMOJIOTMIEeCKIX KUITKO-
CTSIX BBISIBIIICTCSI CHIDKCHUE META0OJIMTOB KaTeXOIaMU-
HOB. B rene DYT5y 60 % neteii 0GHapyXMBaeTCsI FeTEPO-
surotHas myrtauus GTP-uukinoruaponassr [6].

Hugpanmuavnas oucmonus-naprunconusm. B mepnone
HOBOPOXKICHHOCTH y JACTEI MPOSIBIISTIOTCS BO30YINMOCTD
U CPBITMBaHUE, 3aepKKa IICUXOMOTOPHOTO pa3BuTHs. K 4
MecsIaM OTMEYAIOTCs TUTIOMUMMUS, OpaTuKUHE3Us, TH-
ITOTOHMUS, TJIa30IBUTATEIbHbIC U TMPAMUIHBIC CUMITTOMEL.
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MPT B HOpMe, B LIepeOPOCIUHATBHOM XUIKOCTU BhIpa-
JKEHHOE TTOBHIIIICHIE TOMOBAHUIMHOBOI KMCIOTHI [9].

Ilapoxcuzmaavrovie duckune3uu — 3T0 HEBPOJIOTUYE-
CKHE COCTOSTHUSI C pa3HOOOPpa3HOM KIMHUICCKOM KapTh-
HOI1, XapaKTepU3yIOIINecs BHE3aITHBIMU aTaKaMU IaTo-
JIOTMYECKOI HETIPOU3BOIBHOM ABUTATEIbHON aKTUBHOCTH
B MBIIIIIaX KOHSYHOCTEH, TYJIOBUINA, JTUIIA, Iier. Paszmm-
YaT MTapOKCU3MaIbHYIO0 KUHE3MOTEHHYIO TUCKIUHE3HNIO
1 IMTapOKCU3MAaNIbHYI0 HEKMHE3UOTCHHYIO TUCKUHE3HIO.

Ilepsuunas napoxcusmaibHas KuUHe3U02eHHAS OUCKUHe-
sus (DYT9, DYT18) niposiBisieTcs KOPOTKUMU aTaKaMU
HEIIPOM3BOJIBHOTO XOPE0aTeTo3a, KOTOPhIe BO3HUKAIOT
mpy GU3NIECKON Harpy3Ke 1 He COITPOBOXKIAIOTCS TIOTE-
peyi CO3HaHMS.

Ilepsuunas napoxcusmaibHas HeKUHE3U02eHHAS OUCKU -
Hesus (DYTS) niposiBisieTCsl HEIPOBOIMPYSMBIMU STTHA30-
IaMU TUIIEPKUHE30B, KOTOPBIE TTPOUCXOMSIT CIIOHTAHHO
B COCTOSTHUM TTOKOSI VUIM TIPEPBIBAIOT ITOBCEAHEBHYIO TBH-
raTeJbHyl0 aKTMBHOCTH. YacToTa aTak ¢ BO3pacTOM
yMeHbIaeTcss. HeBpoormaeckumii craTyc MexKIy aTakaMu
B HOpMe. 3aboJieBaHWe OYCHD TPYIHO 3aII0J03PUTh U T~
arHoctupoBaTb. MPT 0OBIYHO HE BBISIBJISIET HAPYILIEHUIA.
Metaboamyeckue TeCThl He M3MEHEHBI. EMMHCTBEHHBIM
IUATHOCTUICCKUM METOIOM, TTO3BOJISIOIINM OTININUTH
aTaky ImapoKCHU3MaJIbHON AUCKUHE3UU OT (hOKAIBLHOTO
MOTOPHOTO 3IMWJICIITIYICCKOTO IIPUCTYIIA, SIBISICTCS 3aII1Ch
nkTanbHoU DI [15]. MennkaMeHTO3HOE JieYeHHE 010~
opath c10xHO. [10CKOIBKY MUCKMHE3NH SIBIISIIOTCS KaHa-
JIONATUSIMU, MOTYT OBITh 93(D(EKTUBHBI KapOaMa3eIH,
HEHPOJIeNTUKH, JICBOAONA WK atietazonamun [4]. Omu-
caHa hopMa napoKcuUIMaAabHOU OUCKUHE3UU CO CRACIUYHO-
cmuro (DYT10), xoTopast 0OBIYHO TIPOTEKAET ITOA MacKOit
cracTUKO-TUnepknHeTndeckoi ¢popmnr JILITT.

Ilapokcuszmaavnaa KuHe3uo2eHHas OUCKUHe3US
(GLUTI). B Bo3pacTe 0KoJIO 2 JIeT IeOI0TUPYIOT TeHepaIn-
30BaHHBIC AMMICITUYCCKIE TIPUCTYITHI (A0CaHCHI, TOHUKO-
KJIOHMYECKUE CYTOPOTH, aTOHMICCKIE M MIOKJIOHNTIECKIIC
mpuctynsl). OTMeUaroTcsl SITU301bl TUCTOHUM B HOTax
ocJje XoAbObl, JTUTEJIbHOCTBIO He Ooiee 15 MUH, TpoXo-
IISIT TIOCTIC TIpYieMa TTUIIN. XapaKTepHBI 0Y4aroBbIe HEBPO-
JIOTUYECKME CUMIITOMBI, BBIPAXKEH XOPEe0oaTeTo3, BereTa-
TUBHBIC HAPYIIICHMS, aJTbTEPHUPYIOIIas reMuIuierus. Jletn
OTCTalOT B ncuxopeueBoM pa3utuu. MPT B HOopwMme,
Ha D3I BBIABISICTCS TeHEepaIM30BaHHAS SIMICTITU(DOPM-
Hasl aKTUBHOCTbB. XapaKTepHa YMEPEHHAs TUTIOTINKEMMSL.
Jlmar{Ho3 ycTaHaBIMBACTCS C TTOMOIIIBIO MCCICIOBAHMS
TJIIOKO3BI B OMOJIOTMYECKUX KUIKOCTSIX: HOPMaJIbHAsI KOH -
LICHTPAIMs B KPOBM M HM3Kasi KOHIICHTPAIIUS B CITMHHO-
Mo3roBoii xkuakocTu (< 60 mr/mt — 100 % xknuHuYecKast
kaptuHa; < 40 Mr/m1 — 3aboneBaHue pa3BuBaercs: B 90 %
ciy4aeB; 41—52 mr/mn — 3aboneBanue pa3suBaetcs B 10 %
ciygaeB). Y mereit ¢ GLUT1 cooTHoIIeHNUE TIIIOKO3bI
KPOBb/1IepeOpOCIMHANIBHAS KUAKOCTh OOBITHO MEHBIIIE
0,4. OoHapyXeH1e TeTePO3UTOTHOM MyTaLINH (VTN PEIKO
OuaenbHBIX MyTanuii) B reHe SLC2A 1 moaTBepKaaeT

arHo3. JIedueHne OCYIECTBIISICTCS C TTIOMOIIBIO KETOTeH-
HoIt mueTh [18].

Bmopuunas napoxcusmanvhas ouckunesust pa3BuBacT-
cs y IeTel, MIePeHECIINX TPaBMYy, TUITOKCHUIO-HUIIIEMUIO,
HapyIIeHNEe MO3TOBOTO KPOBOOOpAIICHMST, 00IC3HU TN~
TOBUIHOM U MapalliTOBUIHON XKejle3, TUTTOTIUKEMUIO,
runokajabnuemMuio. [ToMuMo atak xopeoaTeTo3a MOTYT
OTMeYJaThCs (POKATbHBIC SMMICTITUYCCKIE IIPUCTYIIHI (Ya-
me — (hoKaJbHbIe MOTOPHBIE). B HEBpOJIOrMIEeCKOM CTa-
Tyce XapaKTepHBI 09aroBbIe HEBPOJIOTMIESCKIE CUMIITOMEI,
B yacTHOCTH remuriape3. Ha D3OI obHapyXuBaeTcs peru-
OHaJIbHAS AMUJICTITU(OPMHAS aKTUBHOCTD VJIM 3aMelUIe-
Hue. Mamenennst Ha MPT 3aBucdr ot atnosioruu [2, 4].

Aavmeprupyrowasn zemunaecus 0emcKoz2o éopacma
(AI]]) xapakTepu3yeTcst TOBTOPHBIMU IIPUCTYIIAMU TPaH-
3UTOPHOI TeMU- WJIM TeTparuieTun. 3aboieBaHKe 1e0r0-
TUPYET B UHTEPBaJIC OT POXKIACHUS 10 4 JIeT KU3HU (B CpeI-
HeM B 3—5 MecsiieB) [38]. A/l sBnsteTcst KaHaIOIIaTUEIH;
75 % cay4aeB o0OycaoBiIeHO MyTauueil B reHe ATPIA3,
KonupyomeM cyosenuaniy Nat/K*-nacoca [29]. Jan-
HBII TEH OTBEUYACT TAKKE 3a pa3BUTUE TUCTOHUU-TTAPKIUH-
COHM3Ma ¢ paHHUM Ae0r0TOM. OCTabHBIC CIYIau IIPUX0-
naTcd Ha Mytauuu B reHe ATPIA2, xogupyoouieM
anbda-2-cyobemmaniy Nat /K -anenosunrpudocdarasst
[30], u rere kanpueBoro noHHoro KaHama CACNAIA.
C myrauueii rena ATPIA2 cBg3aHa TeMUTIJIeTU4YecKast
MurpeHsb 2-ro Tuna. Myramus rena CACNA 1A BbI3bIBaeT
CceMeiHYI0 TeMUTIJIETUYECKYI0 MUTPeHb 1-ro tuma [23].
[lepBBIMU cUMITTOMaMM, KaK TIPaBUJIO, SIBJISTFOTCS ITapOK-
CHU3MaJIbHBIC IBIDKEHMS I71a3 — HACTArM M IIePUOITIECKOE
Kocornasue. [1o3xe MOSIBISIIOTCS MU30IbI TUCTOHUYC-
CKHMX aTaK JUTUTEIIBHOCTBIO OT HECKOJIBKUX CEKYHII 10 He-
CKOJIBKMX 4yacoB. COOCTBEHHO MPUCTYIH TeMUIUICTUHN
B OOJIBIITMHCTBE CIIy4aeB IIPUCOSTUHSIIOTCS K TUCTOHNYIC-
CKHM aTaKaM U TJ1a30ABUTATEIbHBIM HAPYIIICHUSIM CITYCTSI
rof nocJje nedrooTa 3adoaeBaHus. Bce cuMnToMbl 0OBIYHO
YHUJIATePAJIbHBI (Ha CTOPOHE TEMUILICTHM ). D30I I'e-
MMIUIETMU MOTYT IUINThCs Oojiee 1 Hen. YacTora X Bapb-
HUpYyeT OT OTHOTO AMM30/1a 32 HECKOJBKO MECSIICB 10 He-
CKONBbKUX B neHb. CTOpOHA TeMHIIJIETUU MOXKET
MCHSTBCS BO BpPEMsI OJHOTO IIPUCTYMA, TAKXKE MOXET
oTMeuatbes Terparuierust. [IpumepHo y 50 % nauueHTOB
HapsILy C TIPUCTYIIAMU TeMUTUICTUU OTMEYAIOTCST SITHIICTI-
tudeckue npuctynsl [38]. B Teuenun ATl BBIOEISIOT
3 craguu. st I craguum (1—3 Mecsitia XK3HM ) XapaKTePHBI
IMaTOJIOTUYECKNE IBYKCHMS T1a3 U aucToHus; Bo 11 cra-
auu (4 Mecsita — 6 J1eT) TPOUCXOAUT Ie0I0T TeMUTLIET M-
YeCKHUX aTaK, yTpaTa IICUXOMOTOPHBIX HABBIKOB, ICOIOTH -
pyIoT anmiaenTuueckue mpuctymsl; 111 cramusa (mocie
6 J1eT) XapaKTepu3yeTcsi CTOMKUM HEBPOJOTMYECKUM [Ie-
puUIMTOM, CHIKEHHEM YaCTOTHI IIPUCTYIIOB TEMUILICTUI
1 IUCTOHWYECKNX aTak [34, 41]. JlnarHocTUKa OCHOBaHa
Ha kputepusix 2K. Aiikapau (1993):

1) mapoKkcU3MaabHBIC STTU30IbI TEMUTUICTUM;

2) TapoOKCU3MBI IBOMHOM TeMUIIICTUM (TeTpariapesa);
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3) npyrue mapoKcu3MaabHbIe HapYIICHUS (TUTICPKM-
HE3BI TJIa3HBIX SI0J10K, TUCTOHUYECKNE aTakKu, HUCTarM,
KOCOTJIa31e, IbIXaTeJIbHbIC I BETeTATUBHBIC HAPYIIICHMS )
KaK BO BpeMsI TeMUIUICTUHN, TaK M1 MHTEPUKTAIBHO;

4) ogaroBast HeBpOJIOTUUYECKAsI CUMIITOMAaTHKa (aTaK-
CHS, XOPeoaTeTo3, HMKHUM CIIacCTUYECKUI Imaparapes,
TeTpanapes, F’MIOTOHUS), 3a/lepPKKa [ICUXOPEeYeBOro pas-
BUTUS; STTWIICTICHS;

5) ucue3HOBEHUE CUMIITOMOB BO CHE;

6) ne6oT 10 18 MecsLeB KU3HU,

7) UCKTIOUEeHUE APYruX 3a00yieBaHmit [22].

Ilpu manHoit Ho3om0ruu MPT ronoBHoro mosra
B HOPME WJIM BBISIBIISICT YMEPEHHYIO CTEIICHb KOPKOBO-
MOAKOPKOBOI aTrpodun. MurepukranbpHas DDI B HOp-
Me, uKTanbHasg D3I (Bo BpeMs IIPpUCTyNa TeMUIIJICTAN )
BBISBIISIET peruoHanbHOE 3amenaeHune. Ciemayer mom-
HUTb, 4TO y nauueHToB ¢ AI'/l HepeaKo oTMedarTcs
SIIIETITUYECKUE IIPUCTYIIBI, ITO3TOMY BUIe0-DDI-Mo-
HUTOPWHT SBJISICTCS 0053aTeIbHBIM METOIOM 00CIeI0-
BaHus [22]. [Ipenmapatom BeiOopa mis dedeHus ALJ]
SIBJISIETCSI OJIOKATOP KaJbIINEeBBIX KaHAIOB (hJIyHAPU3UH,
KOTOPBIN CHUKAET YaCTOTY, TSKECTh M ITPOIOJIKUTEb-
HOCTb TeMUIIJIETUYECKUX aTaK y OOJIBITMHCTBA MallueH-
TOB [22, 34, 39]. Tomupamat u HeliponenTUKH Headek-
TUBHBEI [41].

HacnepcmseHHble X-cuenneHHble CUHAPOMbI

boaesnv Ileauueyca—Mepubaxepa. 3aboneBaHNe 1e-
OIOTHPYET Ha TIEPBOM IOy KM3HU C OTICOKIIOHYca. [To3xe
MIPOSIBIISIFOTCS 3aePKKa IICMXOMOTOPHOTO Pa3BUTHS,
nuddy3HAST MBIIIIeYHAs TUTIOTOHMS, MTHTCHITMOHHBIN Tpe-
Mop. C mporpeccueii 3a00IeBaHMST HapacTaeT CITacTHKa,
aTpodusT 3pUTEIbHBIX HEPBOB, MOSBISIOTCS IUCTOHNYIC-
cKkue ataku, xopeoareTo3. MPT BeigBisieT nuddysHoe
IMopaXkeHne 6eJI0To BEeIIeCTBa IOTYIIapyii I KOPTUKOCITH-
HaJIBHBIX ITyTei. JIMarHo3 moATBepxKaacTcs IPOBEACHUEM
JIHK-ananm3a Ha BeIsIBIeHHEe MyTaluny B TeHe GJC2. Dd-
(eKTUBHOTO JIeUeHUs He cylecTByeT [12].

Cunopom Pemma. OTMedaroTCsl TATOTHOMOHUYHBIC
CTEPEOTUIINU («MbBIThE PYK»), QyTU3M C YMCTBEHHOI OTCTa-
JIOCTBIO, TYJIOBUIIIHASI aTAKCHS M alIPaKCHsI, TUCTOHNYC-
CKHMe TUIIEPKWHE3BI, IIPUOOpeTeHHAsT MUKpOIIehatus.
XapakTepHbI HEAMMICTITUUCCKIE SIT30IbI AITHOS TTPOI0II-
KHUTEJTbHOCTBIO | —2 MUH, COIPOBOXIAIOIINECS ITMAHO30M
1 WHOTIAa OOMsIKaHMeM. BO3MOXXHO pa3BUTHE STTUJICTICHHI
C TeHEpaIM30BaHHBIMU TOHUKO-KJIOHUICCKUMU, (DOKaATh-
HBIMM, MUOKJIOHMYECKUMU TIPUCTYIIAMH, YACTO MMEIOIIICH
dapmMakope3NCTeHTHOE TeUeH1e. 3a00IeBaHIE IPOTEKACT
C MEIJICHHBIM HEYKJIOHHBIM PETPEeCcCOM IICUXUIECKHX
(GYHKIMI ¢ TIOCTeTICHHBIM HapacTaHWEM IBUTaTeJIbHBIX
Hapymenuii. Ha 93T xapakrepHa snuenTrudopMHast ak-
TUBHOCTH, YCHMJIMBAIOIIASCSI BO BpeMs HOYHOI'O CHa.
[Tpu HelipoBU3yaIM3aIliy BHISIBISICTCS JIOOHO-BUCOYHAS
arpodusa. K 3aboyieBaHNIO TPUBOASAT MyTallU B TeHE
MECP2, npoBonutcst JJHK-muarnocrtuka [18].

HacnepcmBsenHble Gone3Hu o6mena, npomerarouiue

¢ AiBUramenbHbIMU HapyweHuAMU U 3nunencuei

Opeanuueckue ayudypuu u amunoauudypuu cormpoBo-
JKIAIOTCS TMTOBBIIICHHON 3KCKPEIeii OpraHnIeCKIX KIC-
JIOT C MOYOI M3-3a HapyIIeHUsS KaTabor3Ma. XapakTepeH
HOPMaJIbHBIN ITeprHaTaIBHBIN aHaMHe3. MaHudecTaims
oT 1 Hegenu no 1 roga XXKU3HU B BUJE METabOJIMYECKOTO
Kpu3a, HapyIIeHNI BCKapMJIMBAHUS W CO3HAHUS, PBOTHI,
CyIOpOT, U3MEHEHUSI MBIIIICYHOTO TOHyca. [lociie Kpr3oB
KpaifHe 9acTo OTMEUaeTCsl perpecc MpruoOPEeTCHHBIX HAaBbI-
KoB, pazButue kimHuku I LI1. [Tpu ne6rore y neteii crap-
e 1 roma KiMMHUYecKast KapTUHA XapaKTepPU3YeTCsT SIBJIe-
HUSIMHM ayTU3Ma, TYJOBUINHOW aTaKCUEW, IUCTOHUEH,
snuiencueii. JlmarHocTrka: ypoBeHb OpraHMIeCKIX KIC-
JIOT MOYH, TAHIEMHAsT MacC-CIIEKTpoMeTpHs KpoBu. Crie-
MpIIecKoe JISYCHNUE: T1eTa C OTPaHNICHIEM aMIHOKIIC-
JIOT (HU3KOOEIKOBAsI I1eTa), MEeTaOOIMIECKIE TIPeapaThl,
ButamuHoTtepanud [10, 40].

Liymapoeas ayudypus 1-20 muna — BBIICIISIIOT IBa OC-
HOBHBIX TUTIA TEYCHUSI OOJIE3HM: C OCTPBIM /SHIIe(aTUTO-
MMOAOOHBIM HaYaJIOM U TTOIOCTPBIM / TOOPOKAYCCTBEHHBIM
TEYCHUEM, KOTOPOE «MaCKMPYeT» KIIMHUKY CTIaCTUKO-TH -
nepkuHeTnyeckoit popmoii JLII. B HeBponornyeckom
craTyce XapakTepHBI Makpouedanusd, nuddy3Has MbI-
IIeYHAasT TUIIOTOHMSI, TOPCMOHHAsI TUCTOHUSI, XOpeoaTe-
TO3, 3MuUjencusi. B 6mosornyeckux XuaKocTsIx (Moya
1 KPOBb) IMOBBIIIAIOTCS KOHIIEHTPAIIUU TIYyTapOBOIA,
3-OH-rayTapoBoii KMCJIOT W TJAyTapUIKapHUTHUHA.
MPT /xommbiotepHast Tomorpadust (KT): yBenruueHne
cybapaxHOMAAIBHBIX IIPOCTPAHCTB B BUIE TOOHO-BUCOT-
HOI aTpo(UU «KPBLIbsI 0a00YKM», TUIIOJACHCUBHOCTD
(KT)/runepuareHcuBHocth (MPT) xBocTaToro smpa
U CKOPJIYTIbI, XpOHUYECKas cyonypanbHas reMaroma. [1a-
TOTeHETUYECKAs TepaITis BKIIIOYACT CIICIIMATN3UPOBaH-
Hoe JIeueOHOe IMUTaHNEe, JUeTOTepanunio, Ha3HaueHue L-
KapHUTWHA U pubdodaaBuHa. I IedeHnsT SIMIeTICHT
KpaitHe OCTOPOXKHO ITPUMEHSIIOT IpeITapaThl BaJIBIIPOCBOI
KHCIIOTHI, TTOCKOJIBKY OHA CBSI3bIBACT JICBOKAPHUTHH.

Memuamanonoeas ayudemus. 3a60jIeBaHNE XapaKTe-
pu3yeTcs MeTabOIMIECKUMU KPHU3aMU C pa3BUTHEM YITOP-
HO# PBOTHI, IeTUIPATAIINN, COHIMBOCTH, IBIXaTeJIbHBIX
HapylIeHUil. B HEBpOIOrMIecKoM cTaTyce OTMEJAIOTCS
TUITOTOHMSI MBIIIIII, 33eP3KKa IICUXOMOTOPHOTO Pa3BUTHS,
IUCTOHUYECKNE aTaKW, TYJOBUIIHAS aTaKCHSI, STIUJICTI-
cust. YacTo oOHapy:KUBACTCS MOPaskeHUE TTOYEK IO TUITY
TyOYJIOMHTEPCTULIMATBHOTO HeDprTa, KApIMOMUOIIATHS,
3pUTEMaTO3HbIN nepMaTuT, Katapakta. MPT BbisiBIIsieT
nHGAPKTH B 0a3aMbHBIX Sapax (OJIeIHBIN IIap, YepHOe
BEIIECTBO, KpacHbIe siapa), 1udGy3HYI0 aTpodUI0 KOPHI.
JmarHoCTHKa OCHOBaHA Ha BBHISIBIICHUHU TTOBBIIICHUS ME-
THJIMAJIOHWI- ¥ TPOITMOHMIKAPHUTUHOB, aHAJIN3E YPOB-
HS aMUHOKMCJIOT M30JICUIIMHA, BaJlWHA, METUOHWHA
1 TPEOHMHA B KpoBU. JIeueHMe BKIOUAET crieluduyie-
CKYIO TUETY, Ha3HaUYCHME JIEBOKADHUTHHA U TJINIIAHA,
Ko(aKTOpHYIO Tepanuio BuTaMruHoM B12.
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Jeiiyuno3s (6oae3unb ¢ 3anaxom KieH08020 CUPONa Mo-
Yy) 9aCcTO ICOIOTUPYET C IIEPBOM HEASIN KU3HU C OTKa-
3a OT ebl, ITOBTOPHBIX PBOT, CYAOPOT, JICTAPTUU, XapaK-
TEPHBI peTpecc IICUXOMOTOPHOTO Pa3BUTHSI, MBIIIICYHAS
IUCTOHUS, CTEPEOTUIINU II0 TUITY TeAaTUPOBAHUSI
I OOKCHPOBaHMS. B HEKOTOPHIX cydasx 00JIe3Hb Ma-
HUGECTUPYET MO3Ke C TMIepUoaNIecKoi aTakcuu. MoJa
U TIOT UMEIOT CITeLM(MUIHBIN canKkuii 3anax. JlmarHocTu-
Ka: TTOBHIIIICHNE JICHITMHA, U30JICHIINHA, BAIMHA B KPOBU
1 X METa0OJIMTOB B MOYE (YaCTO TOJIBKO B IIEPUOI KPH-
30B). [larmeHTaM Ha3HAa4YaeTCsT HU3KOOEIKOBas AueTa,
THAMWH, B HEKOTOPBIX CIIy4asix IIPOBOAMTCS TPAHCILIaH-
Tamus IeYCHM.

Tomouucmunypusa. J1ns1 3a060/1eBaHUS XapaKTepPHbI Ha-
pylIeHus 3peHus (Kocorjiasue, KarapakTa, TiaykoMma,
MMOIINS, TIOABBIBUX XPYCTAINKA, aCTUTMATU3M), CKEJICT-
HbIe nedopmarn (MaphaHOIOT0OHbIN (DeHOTHII, OCTEO-
ITOPO3), COCYANCTHIC HapYIICHUS (TPOMOO3BI), TIOPasKEHUS
TOJIOBHOTO MO3Ta BCJICACTBHE TTOBTOPHBIX OCTPBIX HAPY-
IIeHW MO3TOBOTO KPOBOOOpPAIICHMS, TIOBEACHICCKIE
paccTpoicTBa, SIUJICIICUS, TOPCUOHHAS TUCTOHMS. n-
arHOCTHKA IIPOBOAMUTCS IyTeM OIPEeIeICHMS TTOBBIIIICHUS
YPOBHSI TOMOITMCTEMHA I MCTHOHWHA B KpoBU. B JieueHnn
WCTIOJIB3YIOT MUPUAOKCHH, OCTanH, TUCTY CO CHIDKCHUEM
METHOHUHA.

Mumoxonodpuaavhote snuearomuonamuu. Xapaxkrep-
HBI TUTIOTOHUS, 3a¢P>KKa Pa3BUTHS, CUCTEMHBIC HapyIIle-
HUsI, TIOBBIIIICHUE JIAKTAaTa ¥ MMUpyBaTa B KPOBU U IIepe-
opocnuHanbHoi kxugkoctu. MPT u KT BBISIBASIIOT
3aIepKKY MUCITMHU3AINH, KaTbLINMOUKAIINIO 0a3aIbHbIX
saaep, JeKosHIIedaIomaTuio ¢ KUCTAMU WJIN TTOCTUH-
CYJIBTHBIMHU TTOBPEXKICHUSIMUA, CUMMETPUYHBIC YIaCTKHU
ITaTOJIOTMYECKOTO CUTHAJIA B OCJIOM BEIIIeCTBE, KOPKOBO-
MMOAKOPKOBYIO aTpoduro. CIyxoBble BRI3BAaHHBIC ITOTECH-
IIMAJIbI CTBOJIA TMATHOCTUPYIOT HEMPOCEHCOPHYIO TYrO-
yXocTh. [eHeTUUYeCcKMe aHaIM3bl BHISIBISIOT MyTallud
muTtoxoHapuansHOi JTHK [10, 40].

Cunopom Jlu. B GONBIIMHCTBE ClTydaeB Hayajao 3a00-
JIEBaHUSI IPUXOIUTCS Ha TIEPBHIC TOIBI XKMU3HU. 3a001eBa-
HUE TIPOSABIISACTCS CHHAPOMOM MallbabcopOmum (pBoTa,
HeIocTaTOuHas ITprbaBKa B Bece, c1ab0CTh COCaHMS, Ha-
pymeHus riaotanus) u JLIT-mogo0HO KIMHIYeCcKOi
KapTUHOM B BUAC MBIIICYHON T'MIIOTOHNH, TUCTOHUYC-
CKHMX aTakK, TYJIOBUIITHOM aTaKCUU, STJICTICUU, KaK Ipa-
BUJIO, C MUOKJIOHMYCCKUMU TIPUCTYIIaMH, perpecca Ha-
BbIkOB. Ha MPT BrIsiBIISIIOTCSI OMjIaTepaibHble HEKPO3bI
B 00J1aCTH ITOAKOPKOBBIX SIIEP, TaJlaMyca, MOCTa, IIPOIOJI-
TOBaTOTO M CIIMHHOTO MO3ra. DJIeKTpoMHuoTpadus ompe-
IIeJIIeT CHIDKEHME CKOPOCTH IIPOBEICHUS 10 epudepu-
YECKNM HEepBaM.

JlusocomHblie Gone3Hu HakonneHus [Hapvweuue

BHYMpUNU30COMHOro rufponusa) [10]

GM1-2aneauo3udos. B nepBbie MeCSIIbI XKU3HU OTME-
YaIOTCsI TUTOXOM aIlMeTUT 1 HeJIOCTaTOYHAasI IIP1OaBKa B Be-

ce, MBIIIICYHAsI TUTIOTOHMS 1 MaJiasi aKTUBHOCTh PeOeHKa,
TTOBBIIIIEHHAST COHJIMBOCTD, OTEYHOCTD JIMIIAa M KOHEUHO-
CTeil, remaTocIuieHoMeTanus. YacTo BCTpedaroTes Kap-
JTUOMUOITIATHS, MAOTIATHS, MaJIbaOCOPOIISI, TOPCOTIOM-
OanbHBINA CKOJIMO3, OPOHXOMHEBMOHUS. XapaKTEpPHO
ITOCTEIIeHHOE (POPMHUPOBAHNE CIIACTUIECKOTO TeTpamape-
3a, TMCTOHUHU, CTapTI-pedaeKkcoB, Oyap0apHO-TICEBIO-
Oy/1b0apHOTO CMHAPOMA, KOPKOBOI IJIYXOThI 1 CJIETIOTHI.
PasBuBaercs smtencus. B tepmuHanbHOM cTamuu hop-
MUpyeTcs nerepedpalnioHHast puruaHocTb. Y 50 % 6oiib-
HBIX HAaOJIIOIAI0TCS BUIITHEBO-KPACHBIE ITSITHA Ha TJIA3HOM
IHe B obacTtu kenrtoro rmatHa. MPT BeigaBisgeT nnddys-
HYIO TUTIOMHUETMHU3AIINIO 1 TIOBBIIICHNE MHTCHCUBHOCTHU
cuTHaJja B 6a3aabHBIX sapax. [loaTBep:kaeHreM TruarHo3a
CIIyXXUT TIOBBIIIICHWE B MOUYE TaJIaKTOOJUTOCaXapUIoB
1 HE3HAuuTeJbHOE TOBBIIICHUE KepaTaHCyJbdarta.
[Tpu nccaemoBaHny OMOITaTa KOCTHOTO MO3Ta, TIEYCHHU
BBISIBJISTIOTCST TaK Ha3bIBacMbIC TICHUCTBIC KIIETKU. Jleue-
HHE CUMIITOMATUIECKOE.

Huppanmuaonoiii GM2-2aneauo3udos (6oae3no Tes—
Caxca u 60ae3uv Canoxogpgha). B ximmHmIecKoit KapTuHe
XapaKTepHa yTpaTa IIpuoOpeTeHHBIX HAaBBIKOB M MHTEepeca
K OKpyzKaroleMmy, ycrieHue pediekca Mopo. [MosBiasroT-
csl HapyILIeHWe 3pCHMsI, TUTIOTOHMS MBIIII] TYJIOBHIIA,
CITaCTHKA B KOHEYHOCTSIX, Tuneppedaexcusi, hapMakope-
3UCTEHTHAS SMUJICTICHSI. B coMaTnyecKoM craTyce OoTMe-
YaeTcs rermaToCIUICHOMeraaus 1 acdopMaiins KOCTei.
JnarHocTuka: mpu ohTaIbMOCKOITNH BBISIBISIIOT MaKyJIO-
IUCTPOdUIO MO TUITY BUILLIHEBOM KocTouku; HAa MPT Ha-
OromaeTCs MOBBIIIICHNE CUTHAJIA OT Oa3aIbHBIX SIICp U Oe-
JIOTO BelllecTBa, CHMXKEHHWE CUTHaja OT TajJamyca,
o3xe — aTpodus KOPhI, pacIImpeHre 00po3, BEHTPU-
KyJomeranus. JIJis ycTaHOBJICHMST AUarHo3a IIPOBOIUTCS
HuccienoBaHue 0eta-rekco3aMmHMIa3bl A 1 B B neiikonn-
Tax (XapakTepHO CHIDKCHME aKTUBHOCTH), a TaKXKe OMO-
TICUS KOXW, KOHBIOHKTUBBI, CIIM3UCTON TIPSIMON KUIITKU
C ompenesiecHneM MeMOpPaHO3HBIX IIMTOTUIA3MaTUUECKIX
tenel. JleueHue He pazpaboTaHO.

Memaxpomamuueckas aelikoducmpoghus. 3a001eBaHNC
JIEOIOTUPYET C TUITOTOHUU MBI KOHEYHOCTEN, AaTAKCUH,
OTCYTCTBHUSI CYXOXKMJIBHBIX pe(IeKCOB, HAPYIICHUS TICH-
XOpEYeBOTO M MOTOPHOTO pa3BuTHUs. I103Ke mosaBisoTcs
cracTiyecKasi HUSKHSIS TTaparuierusi, HUCTarM, HapyIie-
HUS TIOBEICHMS, TMCTOHUYECKUE aTaku. JlmarHocTuka
OCHOBBIBaeTCS Ha XapaKTepHBIX n3MeHeHUsIX MPT B Bume
0YaroBbIX U3MEHEHUI IepUBESHTPUKYIISIPHOTO OEJIOTO Be-
IIIECTBA C TTOCICAYIONTINM (DOPMHUPOBAHNEM «TUTPOUITHOTO
marTepHa». B mepedpocnmHaIbHOM XKUIKOCTU BBISIBIISIIOT
BBICOKMI YPOBEHB OejIKa, Ha MUOTpadUM OTMedacTCs
CHMDXKEHME CKOPOCTH MPOBENEHUS UMITYJIbCa I10 Teprde-
pudeckuM HepBaM. OCHOBHBIM METOIOM TTOATBEPXKICHMS
JIMaTHO3a SIBJISIETCS OIIpeeICHE aKTUBHOCTH apUJICYIIh-
¢aTassl B neiikonmTax KpoBr. B HacTosiiee BpeMst He pas-
paboTaHo 3(pPeKTUBHOTO JIeueHU 3a0oeBaHus. [1poBo-
IUATCS TPAHCIIAHTAIIMSI TEMOITO3THYECKHX KIIETOK.
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boaesnv Humanna—Iuxa, munwvt C u D. 3a6oneBaHue
MIPOSIBIICTCS 3aTSKHOM JKEITYX0M HOBOPOXKICHHBIX, Te-
ImaTocIUICHOMeTareil. B HeBpoornueckoM craTyce BbI-
SIBJISIETCSI TYJIOBUIITHASI aTaKCUS, TUTIEpAMHAMMUICCKIIA
CHHIPOM, 3a/IepKKa IICUXOPEYCBOTO Pa3BUTHS, PaHHSIS
MIeMEHIIMSI, MBIIIICYHAsT TUCTOHMS, TUTICPKUHE3BI. [1aTo-
THOMOHUWYHBI 3TIM30Ibl KaTaIUICKCUII BO BpeMs cMexa,
napajind B3opa BBepX. XapakTep usMeHeHuit Ha MPT
BKJII0YaeT B ceOsI KOPKOBO-ITOAKOPKOBYIO aTpoduio,
aTpoduio MO3XKedKa, IEPUBSHTPUKYIISIPHYIO JIeHKOIIa-
Trio. JlabopaTopHas [MarHOCTHKa OCHOBaHA Ha OOHapY-
KECHUM CHUXXEHUS aKTUBHOCTU CHUHTOMUEINHA3HI
B JICIKOIIMTaX, a B OMOIICUIAHOM MaTepHalie IMeYeHH
WU celie3eHKU — chuHromuenuHa. s 6onesnun Hu-
MmanHa—IIuka tuna C pazpadoraHo cienmduyecKoe jie-
YeHHe — mpernapaT 3aBecka (MHTUOMTOpP CUHTE3a TJIMKOC-
(UHTOIUTIINIOB).

Heiiponaasnote yepoudnste aunogycuurnosot IposiB-
JISTIOTCS (hapMaKOPE3UCTEHTHBIMU MUKIIOHYC-3TTHICTI-
CHUSIMU, HapyIICHUEM 3pEHMUSI, TeTparape3oM, TUCTOHU-
YeCKUMHU aTaKaMM, XOpPe0oaTeTO30M, MUOKJIOHYCOM,
MMOJMHEBPUTUUECKUM CUHIPOMOM, CTCPCOTUTIUSIMU,
cumnromamu aytusma. MPT oOHapyXuBaeT KOPKOBO-
MOJKOPKOBYIO aTpoduio, aTpoduio Mo3xeuka. DO
BBISIBJISICT IOTEPIO aTTCHYAIlUM IIPY OTKPBIBAHUM TJIa3,
CTIIaXXMBaHNWE BEPETEH CHA, BHICOKOAMILUIMTYIHBIC 3a-
TBUIOYHBIC CITAWKU MIPU (POTOCTUMYIISIIINY Ha HU3KUX
yacTtoTax (2—4 Iir). JIasg moATBepKAeHUST AMarHo3a
OIIPeAeIOT aKTUBHOCTD (pepMEHTA TTaIbMUTOMIIIIPO-
TEMHTHO3CTEPa3bl B JICHKOIIMTAX KPOBU UM KYJIbTYpe
KJIETOK KOXXHBIX (D1Op0o0acTOB, TaKXKe MPOBOISAT MO-
JICKYJISIDPHO-TEHETUYECKOe HcciaenoBanue. JleueHue
TOJIBKO CUMIITOMATHUYECKOE.

Hapywenus rnuko3unuposanus [10, 40]

Cunopom Kakena. JIna 3a0oyieBaHUSI XapaKTepeH
MYJIBTUCUCTEMHBIN XapaKTep MopakeHUs (BOBICUCHNE
TeYCHU, TT0YEK, KOCTHO-MBIIIIEYHOM CUCTEMBI, TIeprKap-
I1a, HEPBHOM CHCTEeMBbI). BBISBIISIIOTCS KpaHMODalaib-
HBIe TU3MOpPGUN (M3MEHEHNE KOXKH 10 TUITY «TaJ0BOTO
cajla» WJIM IIarPpeHeBOM KOXM), 3aep:KKa (DU3NICCKOTO
U TICUXOMOTOPHOTO Pa3BUTHS, MBIIIICUHAS] TUTIOTOHMS,
SKCTpanpaMUIHBIC PACCTPOiicTBa (TOPCUOHHAS TUCTO-
HUsI, XOpPe0oaTeTo3), KOCOIIa3ne, SIMIICTICHS, TYJTOBUIII-
Has aTakcus. B psime cirydaeB pa3BUBAIOTCS MHCYIBTOIIO-
MOOHBIC STIM30IBI C YTHETCHHUEM CO3HAHUS O CoIlopa
1 KOMBI. JIJIST TTIO3MHUX CTaArii XapaKTepHO IMOSIBICHIE
K(OCKOINO03a, CUMIITOMOB TIPEKIEBPEMEHHOTO CTape-
Hus. HelipoBu3yanu3aius BBISIBISIET aTpOQUIO MOCTa,
MO3KedKa, MHMOaPKThI TOJTOBHOTO MO3Ta, IIPEUMYIIECT-
BEHHO B BUCOUHBIX HOJIsIX. OTMedaeTcss CHUKEHUE CKO-
POCTH TIPOBEICHMS UMITYJIbCa 10 TaHHBIM MUOTpaduu.
s 3a001eBaHMST XapaKTepHBI U3MEHEHUS B TOPMOHATb-
HOM TIpoduiie: MOBBIIICHNE MPOJaKTUHA, NHCYJINHA,
COMATOTPOITHOTO 1 (DOJUTMKYJIOCTUMYIAPYIOIIETO TOPMO-

HOB. OCHOBHBIMHM METOJAMM MOITBEPKICHMUS TUArHO3a
SIBJISTIOTCSI aHAJIN3 CBIBOPOTOUYHOTO TpaHchepprHa (130-
dokycupoBanne) u metonsl JJHK-ananu3a (Myramunm
reHa PMM?2 na xpomocome 16p13). DbdheKTUBHBIX Me-
TOMOB JICUCHUS HE pa3paboTaHO, IIPOBOIUTCS CUMIITOMA-
THYecKasl Teparusl.

Hapywenue o6mena memannos [12]

boaes3nv Buavcona— Konosaaosa (cenamoaenmuryasp-
Has Oezenepayus) — HapylIeHHE METa0O0IM3Ma MEIH,
MIPUBOISIICe K HAKOIUICHNIO MeTaJllla B IIEHTPaJIbHOM
HEPBHOM cucTeMe M BHYTPEHHUX OpraHax. B KnmHuKe
HaOJIIOMAI0TCS MMOpakeHNE TIeYeHU, SKCTpaITMpaMUIHBIC
CHMIITOMBI, B TOM YHCJIC TOPCUOHHASI TUCTOHUS, MBIIIICY-
Hasl pUTUIHOCTD, TPEMOP, XOPE0aTeTO3, OAJITI3M, TAKKE
BCTPEUYAIOTCS TICUXWYCCKIE HAPYIIICHUSI, peXe pa3BUBa-
eTcs amtenicus. JImarHoCcTKa OCHOBBIBAETCS Ha BBISIB-
JICHUU CHIDKCHUS YPOBHS IIepyJIoIUIa3MHHA B KPOBH,
MOBBILIEHUS DKCKPELIMU MeIU ¢ MOYOIi; Mo JaHHbIM M PT:
aTpodust OOIBIIOro MO3ra M MO3KeduKa, HEKpo3 ba3aib-
HBIX saep. [IaTOTHOMOHMYHBIM MPU3HAKOM SIBISCTCS
onpeneneHue Koibiia Kaiizepa—Peiiepa nmpu opranb-
Mockormmu. [laToreHeTn4IecKoe JeUeHNE: TTOXKN3HEHHBIN
MIpreM NeHUIIIIaMIHa (KYTIpeHIIa).

Ilanmomenamkuna3sa-accoyuuposantas neipooezene-
pauus (6oae3nv laarepsopoena—IlInamuya) IpOSIBIISICTCS
3aIep>KKOM MOTOPHOTO M PEYEBOTO Pa3BUTHUSI, IIPOrpec-
CHPYIOIIMMH HaPYIIEHUSIMU TIOXOIKHU 1 METKOM MOTOpH-
K1, TUCTOHNYCCKUMHU aTakamu. [1o3mHee IprcoeamHsIeT-
Csl XOpeoaTeTo3, pa3BUBAIOTCS TU3aPTPUs, TpaMUIHAS
HEIOCTaTOYHOCTh, PUTUAHOCTh. B mmarHocTuke BaxkHa
HEeHpOBU3Yyaln3allnsI, KOTOpas BBISIBIISICT XapaKTEePHBIN
MMPHU3HAK — «TJla3a TUTpa» (HaKOIUICHHE XKesle3a B 0a3aib-
HBIX TAHTJIMSIX BOKPYT HEKPOTU3UPOBAHHOTO OJIETHOTO
mapa). [1pu ohTaaTbMOCKOIINHM YacTO BCTPEYACTCS TTUT-
MEHTHBII peTUHUT. OCHOBHBIM METOIOM ITOITBEPXKICHMS
nmmarHo3a ssnsgercsa JHK-ananmn3 rena PANK2. Crienin-
¢uryeckoro JIeueHUST He pa3paboTaHoO.

Hapywenue o6mMeHa nypuHoBbIX ocHoBaHui [13]

Cunopom Jlewma— Halixana xapaKTepu3yeTCs TTOBEICH-
YeCKUMU HapyIICHUSIMHA (arpeccus U ayToarpeccusi, CTe-
PEOTHUITNH, TTOBPEXICHNE COOCTBEHHBIX YacTeil Teja),
3aIepKKOI (PU3NIECKOTO U TICHXOMOTOPHOTO Pa3BUTHS,
TUIIOTOHMEH, TMCTOHNYECCKUMHU aTaKaMU. 3a00JIeBaHUIO
COITYTCTBYIOT apTPUTHI, MOYeKaMeHHasi 00JIe3Hb, ypaTy-
pusi, OpaHXeBbIe KPUCTAJUTBI MOYEBOI KMCIIOTHL. B aHa-
JIM3aX KPOBH OTMEYAETCS TTOBBIIIIEHHBII YPOBEHb MOYEBOM
kuciotsl. s 3adoneBanust npopoautcs JJHK-quarno-
ctuka — red HPRT nokanu3oBaH Ha ydyacTtke 26 X-xpo-
MOCOMBI. B JIeueHIM MCTIONIB3YeTCS aJUTOIyPHHOJ, OMHA-
KO €ro mpMMEcHeHHe, KaK IpaBWIO, HE YMCHBIIACT
BBIPaXKEHHOCTDb HEBPOJIOTUICCKOTO AeUIInTA.

Jucmonuueckasn Oypsa (Status Dystonicus) — penkoe
OCJIOXKHEHME TIPU TUCTOHUM, SIBJISICTCS KU3HEYTPOXKaI0-
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IINM COCTOSTHMEM. XapaKTepU3yeTCs IOCTOSTHHBIMU 1 -
CTOHMYECKUMU aTaKaMHU, CICAYIOIIMMU OIHA 3a IPYroi
MMPAaKTUYECKU 03 TIepephiBa. DTUOJOTHUS Pa3INJIHA: K -
CTOHMYECKOI Oype CKIIOHHBI TOPCUOHHAS TUCTOHUS 1-TO
tina (DYT1), 6one3ns [amnepBopnena—Illmarma, x nan-
HOMY COCTOSIHMIO MOTYT IIPUBOJIUTHL cOOU B paboTe Oa-
KJ10(eHOBOM MOMIIBI, MEAUKAMEHTO3HBIC MPENaparhl,
B TOM YHCJIe TIPUMEHSIEMBIC TSI JICUCHUS] TUCTOHMH [ 19,
32, 33, 36, 42]. XapakTepHO pa3BUTHE HEKOHTPOJIUpYeE-
MO TUTIEPTepMUH (HePEIKO IIPUBOISIICH K CMEPTH B Te-
YeHME HECKOJIbKIX YaCOB), META0OIMUECKUX HAPYIICHUI
1 PabIOMMOJIN3a C OCTPOM ITOYEUHON HETOCTATOYHOCTHIO.
JnarHo3 SIBIsgeTCs KIMMHIYSCKUM. [IJIsT ICKITIOUCHUS STTH -
JIITUYECKOTO CTaTyca MPOBOIAT BUACO-DD [ -MOHUTO-
puHT. JleueHNE OCYIIECTBISCTCS B OTACICHUN peaHnMa-
IUWA: BHYTPUBEHHOC BBEICHME OCH30IMA3CIIMHOB,
IpenapaToB IS 001IIeit aHecTe3un (HalpuMep, THOTICH-
Tana) [32, 33]. B HeKkypaOeabHBIX cTydasx aJlIbTepHATUB-
HBIM METOIOM JICUCHUS SIBIISICTCS HEHPOXUPYPTUUECKOE
BMCIIATEJIbCTBO (YCTaHOBKA 0aKJIO(PEHOBOI TMTOMIIBI
WJIN TJTyOOKast CTUMYJISIIIMSI BHYTPEHHEM 9acTH OJICTHOTO
mapa) [33, 42].

[ipyrue cxofHble ¢ AUCMOHUAMU COCMOAHUSA

Cunodpom Candughepa — crubaHme 1IeH, CITUHBI, OITH -
CTOTOHYC, COUETAIOIIMECs ¢ TacTpola30darecaabHBIM ped-
JIFOKCOM U TPBIKEH IrIeBoaa. 3a00IeBaHIE YacTo Ie00-
TUPYET B BO3pacTe A0 | roma XW3HU, MPOSIBISISICH
TUTIepKUHE3aMH Tocie npuema muinu. OTtMmevaroTcs
TPYAHOCTH TIPU TJIOTAHWU, HEBPOJOTHUUYECKHUI CTATyC
B HopMe. TodHasl paclipoCTpaHEHHOCTh HEHM3BECTHA,
HO y ZIeTeil ¢ racTpoa3odareabHbIM pehIIOKCOM CHH-
npoMm Canaudepa Bctpedaercs B 7,9 % ciaydaes, a 110 OT-
HOIIICHUIO KO BCEM HEAMWICIITUICCKUM ITapOKCU3MaM
y meTeit 1o 5 et oH coctaBiser 15 %. B GoapmmrHCTBE
clTydyaeB XUPYprudeckoe JedeHne pedroKca IpUBOIUT
K TIOJTHOMY KyIHUPOBaHHUIO ITapOKCU3MOB. Y OCTaJbHBIX
MMallMEHTOB TpeOyeTcs JeueHre 0JIoKaTopaMu nohaMu-
HOBBIX PEIICTITOPOB 1 ITpeIrapaTaMu ¢ aHTUKOMITYJIbCUB-
HBIM JIeficTBUEM [5].

Cmepeomunuu — MeXaHMICCKIE TTIOBTOPESHUS OMHUX
U TeX K€ IBIKCHMI, XKeCTOB, 1103, CJIOB 1 000POTOB pe-
yM, HaOMI0gaeMbIe TIPEUMYIIECTBEHHO MPU IICUXUUE-
CKMX 3200JIEBAHUSX KaK OIHO M3 IIPOSIBJICHUI KaTaTo-
Hun. CTepeoTUNINM MOTYT OBITh OUeHb Pa3HOOOPA3HBI:
rpUMachl (BBITSITUBAaHKE PTa B XOOOTOK, HAMOPIIIUBAHIE
J10a 1 OpoBeit, OecIpUIMHHAS YAbIOKA U T..), Pa3Ind-
HBIC IBVKCHUS pyKaMH (MOTIaskKUBaHUE TI0 JIUITY, Maxa-
HUeE, TOXJIOIIBIBAHME U T. 1I.), CBOCOOPAa3HBIC O3Bl U ITO-
XonKa (TToKauMBaHUE TYJOBUINA, KPY>XKCHHE Ha OTHOM
MECTE M T.11.), CTepEOTUITHOE TTIOBTOPEHNE OCCCMBICICH-
HBIX cJIOB U (ppa3. [IcUXoI0rnyecKuM ycIoBUeM BO3-
HUKHOBEHUSI CTepEOTUIIN, 0o MHeHUIO E. Breitnepa,
SIBJISICTCS «IIOHVKCHNE BHUMAHUS M IICUXWUECKOM aK-
TUBHOCTHU, KOTZa OE€CCO3HATEIbHOE BBIXOOUT U3-TI0I

KOHTPOJISI CO3HAHUS U BOIM». CTEPEOTUITNN MOTYT Ha-
OI0IATHCS M Y 3MOPOBBIX JTIOICiT BO BpeMsI 3aTyMUNBO-
CTU WJW IIPU BOJHCHUM, a TaKXKe y 3MOPOBHIX IeTei
o 1 roma xak atan ¢popMupoBaHusa Motopuku. Crepe-
OTUTINH JUISITCS HECKOJIBKO MUHYT, TIOBTOPSISICh HEOTHO-
KpaTHO B TeYEeHHUE OHS, OTHOTUMIHEI (UYTO OTpPaXXeHO
B Ha3BaHWU), IIPOBOLIMPYIOTCS CTPECCOM, BOJTHEHHUEM,
pasapaxkeHHeM U Bo30yxXmeHueM. YacTo codyeraroTcs
C ayTU3MOM, CHHIPOMOM TUIIEPAKTUBHOCTH, 00CECCUB-
HO-KOMITYJIbCHUBHBIM PacCTPOMCTBOM M TUKamu [3].
Ilepsuunvie (mpan3umopHoie) cmepeomunuy BO3SHUKAIOT
y geteit oT 6 MecsieB 10 2—3 neT. HeBposiornueckuii
cTaTyc U pa3BuUTHE B HopMme. JleueHUEe He TpebdyeTcs.
Bmopuunsie cmepeomunuu XapaKTePHBI 71T TAKAX COCTO-
SIHUI, KaK ayTu3M, CHHIPOM AcIieprepa, mepBa3uBHOE
paccTpoiicTBo, cuHApoM PerTa, yMcTBeHHasl OTCTa-
JIOCTb, CEHCOpHas AeMpUBaIINs, TJyXoTa/claernoTa, Ha-
CIIeICTBEHHBIC 001e3HN 0OMeHa (0oe3Hb Jlemma—Haii-
XaHa), TCHETUUYCCKNE CHUHAPOMBI, OIYXOJH, IMPHUEM
IICUXOCTUMYJISITOPOB, HEMPOJIECTITUKOB, ITOCICIACTBHE
HEeHpOMHQEKIINH, TPaBMbI, IICUXUYECKHUE pacCTPOiicTBa
(mm3ohpeHnsT, KAaTATOHUS, UCTSPHST).

Hugpanmuavnas macmypbayus y neteii MIIagiero Bo3-
pacTa COIpPOBOXKIACTCS HCOOBIYHBIMU IT03aMHM, KOTOPHIS
OIIMOOYHO TIPMHUMAIOT 3a 00U B XKMBOTE W CYIOPOTH.
[Tpu MacTypbannu y AeBOYEK IIPOUCXOIUT CBeIeHUE Oe-
Iiep, Kak IpH IMapOKCU3MalIbHOI TUCTOHUY WJIU SITHIICTI-
THYECKOM TtemanupoBaHun. Kpurepnu nHOaHTUIBHON
MacTypOaluu y 1eBoYeK:

1) Hayajo OT 2 MeCsIIeB 0 3 JIeT;

2) CTepCOTUITHBIC ABIDKCHUSI Ta30M;

3) ToKpacHeHUe JINIIA;

4) WIMTEIFHOCTD 3MM30A0B OT | MMH 10 HECKOJBKUX
YacoB;

5) OTCYTCTBYET HapyIllIeHUE CO3HAHUS;

6) HOpMaJIbHbII1 HEBPOJIOIMYECKUIA CTATYC;

7) MOXXHO MPEKPATUTD SITU30.I TIEPEKIIOUCHIEM BHH -
MaHUS.

JleueHue He TpeOyeTcsl, BaxKHA IPOCBETUTEIbCKAasI Oe-
cela ¢ ponuTensMu [8].

3aknioyeHue

Yy HCTCfI MJIaamero Bo3pacrta IMCTOHUYECKHEC TUIICP-
KWHE3bI MOTYT BXOJIUTh B CTPYKTYPY MHOTHUX CUHIPOMOB,
KOTOPBIC UMCIOT PA3JIMYHBIC 3TUOJTOTMYECCKIUEC (DaKTOpLI,
IIPOTrHO3 M JICYCHUC. 910 Tp66yeT IIPpUMCHCHUA BCETO
CIICKTpa O6CJIC,HOBaHI/II71, BKJIIOYAIOLICTO MPOBEACHNUE MC-
TOOAOB HeflpOBHSyaJII/ISaL[I/II/I, IIPOOJOJI2KEHHOIO BUIACO-
DOI'-MOHUTOPUHTA, TEHETUYECKUX MCCIIeTOBAaHWIA B 11ie-
JIAAX YTOUHCHUA JMarHo3a. ﬂJISI HpaBI/IJILHOfI ANArHOCTUKHN
Haao TakKXe MOMHHUTH O APYIvUX pa3jINMYHbIX ITapOKCU3-
MaJIbHBIX COCTOAHUAX ACTCKOTIO BO3pacTa, KIMHNYCCKN
OTJIMYaTb UX B 3aBUCUMOCTHU OT COITYTCTBYIOIIIMX HEBPO-
JIOTUYECKUX CUMIITOMOB C YYETOM BO3PACTHBIX 0co0eH-
HOCTEM.
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