B ITOMOLLIb TTPAKTUHECKOMY BPAYY

COBpeMeHHI)Ie K.]IaCCl/l(bI/IKa].lI/Il/l MbIIIECYHbIX IlHCTOHI/Iﬁ, cTrparTrerud

JICYCHUA

3.A. 3AAAAOBA

Ka3aHCKMIA MEeAMLIMHCKUIA yHUBepcuTeT; KOHCYAbTaTUBHO-AMArHOCTUYECKUA LEHTP SKCTPanMpaMMAHOM MAaTOAOTMKM M BOTyAMHOTEpanum

Pecnybamkn TatapcTaH

Current classifications of dystonia, treatment strategy

Z.A. ZALYALOVA

Kazan Medical University, Kazan; Diagnostic Center of Extrapiramid Patology and Botulin Therapy, Kazan

KaroyeBbie caoBa: kKnaccugmrkaums AMCTOHWIA, BOTYAMHOTEPanms, OUnepuAeH.

Key words: classification of dystonia, botulinum toxin treatment, biperiden.

MpbliiieyHast AMCTOHUSI — OJHO U3 HauboJiee pacrpocTpa-
HEHHBIX PAaCcCTPOMCTB IBMKCHUSI, 3aHMMAIOIee MO YacToTe
TpeTbe MECTO IIOCJIe 3CCEHLMAIbHOrO Tpemopa U OoJie3HU
ITapkuHcoHa.

TepMuH «IUCTOHUSI» BIlepBbie ObUT MpemioxeH b. Om-
neHretimepoM B 1911 r., onHa U3 ¢opM MEepBUYHOI MbIIIEY-
HOM TUCTOHUU HOCUT ero uMs. [locaenHue necsaTuieTus cra-
JIA 3HAYMMBIMU [UISI COBPEMEHHOTO IMTOHUMAaHUS 3TUOJIOTHUH,
naTo(U3NOJIOTNYEeCKUX OCHOB U 3¢ (PEKTUBHBIX METOIOB Jie-
YEeHUST TUCTOHUMU.

CoBpeMeHHOe OIpele/IeHNe XapaKTeprU3yeT MBIIIECYHYIO
IVCTOHUIO KaK HEPUTMUYHBIC BpalllaTeJbHble HACHIbCTBEH-
HbIe IBIDKEHUS B PA3IUYHBIX YAaCTSX TeJla, C BHIYYPHBIMU 13-
MEHEHMSIMU MBILLIEYHOTrO TOHYCa ¥ (POPMUPOBAHKMEM I1ATOJIO-
rmyeckux no3 [2, 44]. HenaBHO K KIMHUYECKUM KPUTEPUIM
Hapsiay ¢ IMCTOHMYECKOM O30 U AMCTOHUYECKUMU IBUXKE-
HMSIMU CTaJld OTHOCHUTh KOPPUTMPYIOIIME XKeCThl (CeHCOop-
HbIE TPIOKM), 3epKajbHble TUCTOHUM U TBUraTeIbHYIO N30bI-
ToyHOCTh (motor overflow) [38]. Koppurupyoiiye XecTbl
MOTYT OBITh pa3HOOOpa3HbIMU. Hampumep, mpuKOCHOBEHUE
MajiblieM K BEKY UJ OpOBU, HOLIIEHHUE COJTHEYHbBIX OYKOB, XKe-
BaHUE XBauyKy WM JieAeHla pu Giedapocnasme; HOIIEHUE
BopoTHuKa IllaHIla, KacaHue 3aThIJIKOM CTE€HBI MU IOArO-
JIOBHUKA, TIPUKOCHOBEHUE TMalblieM K IIeKe WIM CKUMaHUe
MOYKM yXa MpU LEPBUKAIbHON AUCTOHUU; OXJIAXKIECHUE KO-
HEYHOCTHU Iepel MUCbMOM IIpU IMCYEM CIla3Me, IeHue, Co-
caHMe JIeAeHIIA MPU OPOMAHAMOYISIPHBIX AUCTOHUSIX, PUT-
MUYHBIE ITOCTYKMBAaHMSI CTOIOM MPU TUIIEPKUHE3aX HIDKHUX
KOHEYHOCTel ¥ MHOroe apyroe. Takue KOppUrHpyoLIre XKe-
CTBI MAIMEHTHI C TUCTOHMSIMU UCIIOJIB3YIOT C LIEJIbl0 YMEHb-
LICHUsI TUIIEPKUHE3A.

JBurarenbHass M30BITOYHOCTbh M 3epKaJIbHbIE TUCTOHUM
XOPOIIIO M3YYeHBl Ha IIPUMeEpPE MUCUYEro cra3Ma. 3epKabHble
IVCTOHUM — OUCTOHMYECKME TMIIEPKUHE3bl WIN IO3bI, BO3-
HMKAIOIIUe MPpU Crelu(PUIecKuX IeiiCTBUIX, BBIMOTHSIEMbIX

KOHTpaJlaTepajbHOi KOHeuHocThio [11]. JIBUraTenpHast u3-
OBITOYHOCTh — HelleJIeHaIIpaBIeHHbIE MBIILIEYHbIE COKpaIIle-
HUSI, COMIPOBOXKIAIOIIME, HO OTJIMYAlOLIMecs] OT JUCTOHUYE-
ckux aBuxkenuit [17]. O Sitburana u J. Jankovic uneHtudpum-
POBaJIM TPU MaTTepHA MATOJIOTMYECKOM MBIIIIEYHOI aKTUBHO-
CTU TpY NHcyeM crasme. [ToMruMo 3epKajibHbIX TUCTOHMI K
HUM Takke ObLJIM OTHECEHBI UTICUIaTepaibHasi U30bITOYHOCTh
(HeMpPOM3BOJIbHOE COKPALIEHUE MBIIIIL, TPUMBIKAIOIIUX K BO-
BJIEYEHHBIM B (DOKATIbHYIO TUCTOHMIO) Y KOHTpajlaTepajibHasl
HU30BITOYHOCTh (HEIPOU3BOJIbHBIE MBIIIEUHbIE COKPAIIEHNS 1
IUCTOHUYECKUE MO3bl B 3M0POBOI, KOHTpajJaTepalbHOM KO-
HEYHOCTU, BOZHUKAIOIIME BO BpeMsl TUCTOHMM B MEPBUYHO
BOBJICUEHHOI KOHeUHOCTH). OOHapyxXeHue 3TUX (PeHOMEHOB
yKa3bIBaeT Ha HEMOCTATOYHOCTh CYIpaclMHAIbHOTO MHIMOM-
POBaHUs UNCUIIATEPATbHBIX U30BITOYHBIX ABMXKEHUI U MOIaB-
JIeHUe (PYHKIIMU TPaHKOJIJI03aIbHbIX BOJIOKOH MPU KOHTpaJia-
TepaJibHOM MOTOPHOM aKTUBHOCTU MPU AUCTOHMSIX [27].

PesynbTathl MccienoBaHMs pacpOCTPAaHEHHOCTH AUCTO-
HUI IPOTUBOPEUYNBBI 1 3aBUCAT OT MPUMEHSIEMOI METOI0J10-
ruu. Tak, B CILA (mtar MuHHecoTa) reHepalru30BaHHbIE
MepBUYHbIE JUCTOHMM BCTpPeYaroTCss ¢ 4YacTtoToil 3,4 Ha
100 000 HaceneHusi, ¢doxkaibHeie — 29,5 Ha 100 000 [28].
B EBpornie pacnpocTpaHeHHOCTh MEPBUYHBIX AUCTOHUIA CO-
crapisier 15,2 Ha 100 000, u3 Hux 11,7 npuxoastcs Ha do-
KanbHble opMbl [21, 33]. braedapocnasm B o0lei momyJs-
LUK AuarHoctupyetcs y 5 yeaoBek Ha 100 000, uepBuKaabHas
nucToHust —y 1,2—5,7 yenoBek. O00011IEHHOE UCCIeI0BaHUE
YCTaHOBWJIO, YTO B 2—50 ciydasix Ha 1 MJIH perMcTpUpyloTCs
JTUCTOHUM C paHHUM HadasoM U B 30—7320 ciyyasgx — ¢
MO31HUM HavayioM [19].

HeT TouHbIX CBeeHU M 00 3MKUAEMUOJIOTMY BTOPUYHOM
JNMCTOHUM U TMCTOHUU-TUTIOC. U3BECTHO, YTO TUCTOHUM BO3-
HuKaoT y 40% mauueHToB ¢ 6ose3Hblo [lapkuHcoHa ¢ paH-
HUM HaydajoM, 100% nanueHTOB ¢ MPOrpecCUpyIOIIMM Halb-
SIEPHBIM TMApaJIdyoOM M KOPTUKO-0a3aJbHOI JereHepauuei,
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60% GONBHBIX MYyJIBTUCUCTEMHOI aTpodueii, 30% malmeHToB
C TTIOCTUHCYJIBTHBIMM Mape3aMu, 5—15% OOJbHBIX ITEeTCKUM
LepebpanbHBIM napanyoM, 20—60% malLuneHToB, MepeHec-
IIUX STTOHCKUI 9HIIe(aTUT; TapAUBHAS IUCTOHUS (GOPMUPY-
ercs1 y 2—20% TaleHTOB, ICYMBIIUXCI HEMPOJIETITUKAMH |3,
20, 29, 35, 40, 41].

DONUAEMUOIOTHYECKAE MCCIENOBAHUS  OCIIOXHSIOTCS
TeM, 9T0 Y 50% MalureHTOB IMarHo3 «IMCTOHUST» YCTaHABIHA-
BaeTCs TOJIBKO yepe3 | Tom OoT Havaja MposiBIeHUWi, a y 24%
— yepe3 5 JIeT MocJIe MOSBICHUS TIEPBLIX CUMITTOMOB. Y 36%
IMIICTOHMS paclieHUBaeTCsl Kak 3a0ojieBaHUE «TICUXOTCHHOTO»
xapakTepa [18].

JrcToHNYecKre CHHIPOMBI BKITIOUYAIOT OOJIBIIYIO TPYIIITY
3a00JIeBaHU, KJITACCUDUIMPYEMBIX 110 Pa3IMYHBIM MTPUHLIA-
maM. Kiraccmueckue KaTeropuy BKIIIOYAIOT pacipeaeieHre o
BO3pacTy, aHATOMHUYECKOM paCIpOCTPaHEHHOCTH, BpEMEHHO-
MY PMCYHKY, COYETaHUIO C IPYTUMU PACCTPONCTBAMM IBUKE-
HMSI, STHOJIOTMH, TCHETHUECKOMY HMeheKTy.

Knaccuduxkanua no so3pacry

ITo Bo3pacty nebroTa BBIIEISIOT MJaaeHUYeCKyo (mo 2
Jet), netckyto (3—12 jer), mogpoctkoByto (13—20 neT), auc-
TOHMIO paHHETO B3pocyoro (21—40 jet) u cTapIero B3pociio-
ro (crapire 40 yet) Bo3pacta. Kitaccudpukamus mo Bo3pacty
HayvaJia 3a00JIeBaHNSI UMEET BasKHOE TMAarHOCTUIEeCKOe U MPo-
rHOCTHYecKoe 3HaueHue. bosee paHHssT MaHndecTanyst Kim-
HUYECKUX TTPOSIBIIEHUI TIEPBUYHBIX JUCTOHUI XapaKTepU3yeT
OoJiee OBICTpOE TpoTpeccUpoBaHUe W reHepanuzanuio. Ha-
MpuMep, NedI0T AUCTOHUIN C ayTOCOMHO-IOMUHAHTHBIM Ha-
cnengoBanuem DYTI1, DYTS5 cooTBeTcTByeT HETCKOMY WU
noapocTtkoBoMy nepuony, a DYT7 — nebGioty B Gosee cTap-
1eM Bo3pacTHOM Tiepuone |5, 32] BolbIMHCTBO TTepBUYHBIX
NMICTOHWH, BO3HUKIIUX BO B3POCIOM BO3pacTe, HOCAT (ho-
KaJIbHBIY WJTM CETMEHTApHBIN XapakTep. B panHem B3pociom
Bo3pacTe opMUpyeTCs IepBUYHAS IIepBUKATbHAS JUCTOHUS,
a 6iedapocnasm — B GoJiee crapiiaeM [2, 9].

MitageH4ecKMM HadyaJloM M arpeCCUBHBIM IPOTPECCUPO-
BaHMEM XapaKTepU3yIOTCs OOJBITMHCTBO HelpoaereHepalvii,
CIIETUIEHHBIX ¢ X-XpOMOCOMOM, MHOXECTBEHHBIMU (hopMaMmu
HacJeMOBaHUSI M MUTOXOHAPUATBHBIMM 3a001eBaHusIMH [37].
B aT0T )€ TIepron GopMUpPYIOTCS TIPOSIBIICHUST TUTIEPKUHETH -
YecKoil (hOpPMBI IETCKOTO 1epeOpaTbHOTO TTapainya, 4To Tpe-
Oyer TimaTeapbHON nuddepeHIaINT ¢ HelpoIereHepalisIMI.

Knaccudukanus no aHaToMU4eCKOMY pacnpeaesieHuIo

ITo aHaToMHUYecKOMY paclpeAcsieHUI0 pa3inudamT (o-
KaJIbHYI0, CErMEHTapHYIO, MYJIbTU(DOKAIBbHYIO0, T€HepaIn30-
BaHHYIO U TeMUAUCTOHUIO. DoKaIbHbIe TUCTOHUU 3aXBaThl-
BalOT HEOOJIBIIIYIO YaCTh TEJIa: TOJIOBY M MBIIIILIBI JIMIIA, IIEIO,
rOJIOCOBBIE CBSI3KHM, PYKY WJIM HOTy, TynoBuile. CerMeHTap-
HbIE TMCTOHMY BOBJIEKAIOT IBE 1 00JIee CMEXKHbBIX YacTell Tejla,
HampyMep TOJIOBY U LICIO, IIEI0 U TYJOBUIIE, IIEI0 U PYKY.
MynbTudoKanbHass AUCTOHUSI BOBJIEKAET JIBEe U Oosiee He-
CMEXXHBIX YacTeli Teja (HalmpuMep, JULO U HOTY, PYKY U HO-
ry). ['eMMIUCTOHMS JTOKATU3YETCS IO TEMUTHUITY C BOBJICUEHH~
eM WM 6e3 Juia u meu. ['eHepann3oBaHHasl AUCTOHUS BO-
BJIeKaeT 00e HOTM (MY OAHY HOTY U TYJOBUIIE) U, TTIO MEHb-
1LIeit Mepe, elle OQHY YacThb Tena [44].

XapakTep pacmpeneiacHuss TMCTOHUU IO TYJOBHIIY He-
PEIKO CBMAETEILCTBYET 00 3THOJIOTUM U IIPOTHO3e 3a00jIeBa-
Hus1. HeGaaronpusTHBIM IPOTHO30M XapaKTepU3YeTCsl AMC-
TOHUSI C U3HAYAJILHOM JIOKAIM3aI1eil B HDKHUX KOHEYHOCTSIX
y nereit [5]. FeMuaucToHUsI yKa3blBaeT Ha €€ BTOPUYHOCTD.
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O BTOPUYHOCTH IMCTOHUHU CBUIETEIbCTBYET U IIEPBUYHAS JIO-
KaJM3alus TUIIepKIHe3a B 00/1aCTH JIULIA Y IeTel M B HUXKHUX
KOHEYHOCTSIX Y B3pOCbIX [44].

Knaccudukanus no naTo10roaHaTOMH4eCKOMY TIPUHITMAITY

HoBbIM acriekToM KiiaccubUKaIuy SBJISeTCs TaToI0ro-
aHaToMuuyeckuii mpuHuun [18]. B cooTBeTCTBMU C HUM BbI-
NEeJISIOT TUCTOHUU 6e3 AereHepallii, CO «CTaTHYeCKUM» I10-
BpeXIeHUEM U ¢ aereHepanyeid. [1py mepBUYHBIX TUCTOHMSIX
MOKa He BBISIBICHO IPM3HAKOB IereHepaluyu KaKuX-JIubo
CTPYKTYP TOJIOBHOTO Mo3ra. B To e BpeMst MeTonamMu (pyHK-
LIMOHAJILHOI HEepOBU3yaIM3allu OOHAPYKeH PsiI Heilpodu-
3UOJIOTUIECKUX TIPOIIECCOB: CHIKCHUE KOPTUKAIBHOIO MH-
TUOMPOBAHUS, YBEJIMYEHUE IUIACTUYHOCTH, IUCGHYHKIIMS
CEHCOPHBIX ITPOLIECCOB, HapyIIeHUE MEeTa0OJIMIeCKUX Ipo-
1IECCOB B LiepedesIo-TalaMOKOPTUKAIbHOM IyTH [32].

BropuuHble cToliKMe HeoGpaTUMbIe TUCTOHMY Jallle Bce-
IO SIBJISIIOTCS CJIEACTBHEM «CTaTHMYECKMX» TOBPEXICHUI Oa-
3aJIbHBIX FAaHIVIMEB, TaJlaMyca WUJIu cTBojia Mo3ra [1, 24, 31].

OCHOBHBIM TTaTOTEHETUYECKUM CYOCTpaTOM Hacle-
CTBEHHBIX WM CIIOpaIuyecKuX HeilpoaereHepaTUuBHBIX 3a00-
JIeBaHUI SIBJIIETCSI HapyllIeHUe CHHTe3a, MeTaboiM3Ma WIn
KaTaboJM3Ma HeipOTPaHCMUTTEPOB, YTO MIPUBOIUT K JAeTeHe-
paly He TOJbKO Ga3aIbHBIX TaHTJIMEB MJIM IPYTUX obiacTeit
MO3ra, HO 1 COMaTMYeCKUX OpraHoB u cucteM [37].

DTHOJOTHYECKHUIT MPUHIMN KIAcCHpUKAmm

OCHOBY COBPEMEHHOI 3THOJIOTMYECKOl Kaaccudukauuu
3asioxun S. Fahn, KoTopblii peatoXui BeIAEASITh 4 TPYIIIbL:
MepBUYHBIEC TUCTOHUU, TUCTOHUU-ILTIOC, HEUPOIEreHePaTUB-
HbIE U BTOpUIHBIEC TUCTOHUM (cM. Taduy) [22]. [Tpu mepBud-
HBIX JUCTOHUSX OHA SIBJISIETCS €MHCTBEHHBIM CHUMIITOMOM
3a00seBaHusl. [lepBUUHbIE AUCTOHUU MOTYT OBITH Haciel-
CTBEHHBIMU U C HEYCTAHOBJIEHHBIM HACJIECTBEHHBIM (haKTO-
pOM, JIOKaJbHBIMU U Te€HEpaIM30BaHHbIMU. ['pynna aucro-
HUIA-TUTIOC BKJIIOYAET TUCTOHUYECKUE CUHIPOMBI C TOTIOJIHU-
TEJbHBIMUA CUMIITOMAaMM, HO 0€3 MPU3HAKOB JIereHepaluu.
JOMONHUTENBHBIMUA CUMIITOMAMU MOTYT OBITh MPOSIBICHUS
napKUHCOHU3Ma uiu MUOKJIoOHuUS [12]. HeliponereHepatus-
Hble 3200JieBaHUSI MOTYT HOCUTh HACJIE[CTBEHHbIU (HANpU-
mep, 0ose3Hb BunbcoHa) WM cropaaiuyeckuil XapakTep
(HampuMep, MPOTPECCUPYIONINI HAIbINEPHBI MNapainy),
MpU KOTOPBIX TUCTOHUSI — BENYyILIU, HO HE €UHCTBEHHbII
CUMIITOM MPOTPECCUPYIOLIETO JIeTeHEPAaTUBHOTO Mpollecca
[37]. U, HaKoHell, BTOPUYHBIE TMCTOHUU — HeJlereHepaTuB-
Hbl€, BHE3AITHO BO3HUKIIINE COCTOSIHUSI, C U3BECTHOM MpPU-
YUHOM.

YcroiiunBas 1mo3a B OIHOI M 0oJjiee YacTsx Teja MOXET
OBITb CUMIITOMOM <«HEIUCTOHUYECKOTO» 3a00JIeBaHUsl, UMU-
TUpPYIOIIETo TUCTOHUI0. K HUM OTHOCATCS opTomneanyeckue
(poTallMOHHAs aTJIaHTOOKILIMIUTATbHAS CyOJoKcauus, ae-
(opmainu no3BoHOUHMKA, Malibopmanus ApHosbia—Ku-
apu U Jp.) U HeBpoOJOTUYECKUE 3a00sieBaHUs (IICEBAOATETO3
MpU MOPaXEHUU 33JHUX CTOJIOOB CIIMHHOTO MO3Ta, OMyXOJId
3a/IHEll YEPEIHO SIMKU, BECTUOYISIPHbIA TOPTUKOJLIIUC, TUC-
TOHUYECKUIA TUK U JP.).

T'eneTnueckas Knaccudpukamms

l'enetnyeckass kinaccuduxanus BKIIOYAaeT OOJBIIYIO
rpynmny 3a00JieBaHUl ¢ U3BECTHBIM F'€HOM WMJIU JIOKYCOM TeHa
ayTOCOMHO-TOMMHAHTHOTO, ayTOCOMHO-PELIECCUBHOTO WU
X-CIIeTJIeCHHOTO BApUAaHTOB HACJIE0OBaHUSsI, KOTOPbIC 0003HAa-
yatorcsa Kak DYT [30]. [TepeueHb cogepsKuT, IO MEHBIIICH Me-
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Kaaccndpmkaums auctonuia

MBILLEYHBIE AMCTOHMN

HepBl/l‘lHaﬂ JUCTOHHUSA

Tenepain3oBaHHAS TUCTOHHUS
(mecopmupyioniast MbIIIeYHAsT TUCTOHUST, UITUOMAaTUIECKast TOPCHU-
OHHAsT TUCTOHUS):
HacJIeICTBeHHAsI
(ayTOCOMHO-IOMUHAHTHas);
criopaguyeckas;
MIMOTIAaTHYeCKast MapOKCU3MalTbHASI TUCTOHUST (KUHE3UO- M HEKHU-
He3UOTreHHas )

DokabHbIE, CETMEHTAPHBIE, MYJIbTH(OKATbHbIE TUCTOHUI
Gnedapocmnasm;
OpPOMaHIUOYJIIpHAsT AUCTOHUS;
cuHIpoMm Meiixa;

LIepBUKaJIbHAS! TUCTOHMUSI;

MUCYUI CIa3M;

JIapyuHTeaibHast TUCTOHUS U JIp.

JlucToHum-mmoc

noda-uyBcTBUTeNbHas quctonus (DYT5a, DYT14);
muokionyc-nuctonus (DYTI11, DYT15);
JIUCTOHUSI-TIAPKMHCOHU3M C PaHHMM HadayioMm cumiTomMoB (DYT12), ayrocoMHO-peliecCUBHasI TUCTOHUSI-TIapKUHCOHU3M (DYT16)

HacnenctBeHnble HeiipoereHepaTuBHbie 3200J1€BaHN, ACCOIMHPOBAHHbIE C TUCTOHUEN

Aymocomno-domunanmnoie

0oJie3Hb [ €eHTUHTTOHA;

6ose3Hb [lapknHCOHa;
NeHTATOPYyOpoNaJUTUAapHast TeTeHepalvsi;
ceMeiiHast KabIubuKaivs 6a3aibHbIX TAaHTIINEB

Aymocommno-peueccusnoie

0osie3Hb BuiibcoHa;

IOBEHWIbHbI/1 TAPKUHCOHU3M;
HelipoJiereHepanus ¢ HaKOIJIEHUEM KeJie3a B Mo3re, TUII 1
aTaKCUsI-TeJIeaHTUAKTa3Ms;

neduuut ButamuHa E;
cuHronMnUIo3;

o6one3nb Humana—Iluxka, Tun C u D;
LEPOUTHBIN TUNTODYCLIMHO3;
TOMOLMCTUHYPUS;

0oJie3Hb XapTHyMa;

TUPO3UHEMUS

Cuenaennvte ¢ X-xpomocomoui

JIMUCTOHUS-TTADKMHCOHU3M, ClieTUIeHHas ¢ X-xpomocomoii (JIybap
DYT3);

Jlexa-Huxana cuHapowm;

cuHapoMm Petra;

6onesnb [lenuueyca—Mepubaxepa;

CUHIPOM ITUCTOHUSI-TYTOYXOCTh

Mumoxondpuaasnste
MERFE;

MELAS;

6osie3Hb JIebepa

Mmnoxcecmeennvie hopmot nacaedosanus

cuHapowm Jles;

HEWPOAKaHTOIIMTO3;

00J1e3Hb HEMPOHAJIBHBIX BHYTPUSIIEPHBIX BKIIIOUEHUIA;
TeMOXpPOMATO3

BTOpﬂ‘lele JUCTOHUH, PA3BUBIIHECHA BCJICACTBHE:

MepuHaTaIbHOM aHOKCUM/OUIMPYOMHOBOM 3HLEDaTonaTnu;
TPaBMbI T'OJIOBBI;
LepedpabHBIX MH(APKTOB/KPOBOUBIUSHUIA;
apTepUOBEHO3HbBIX MaJIb(hopMaLnii;
OIYXOJIEH;
9HI1IEe(hATUTOB;
MHTOKCHUKAIUI;
TaJaMOTOMUU;
paccesiHHOTO CKJIEpo3a;
OCJIOXKHEHUI Tepanuu

pe, 21 MoHoreHHoe 3abosieBaHue, 7 U3 Kotopeix — DYTI,
DYT2, DYT4, DYT7, DYT13, DYT17, DYT21 — oTHocsTCS
K MIEPBUYHBIM JTUCTOHUSIM; 5 — K TMCTOHUU-TUTIOC — DYTS5 1
DYT14 (moda-uysctButenabHbie), DYT11 u DYT15 (Muoxio-
Hyc-nuctoHun), DYT12 (BHe3armtHO BO3HUKIIAS ITUCTOHMSI).
DYT3 (X-cuerieHHass IUCTOHUsI-TapKuHCOHM3M) 1 DYT16
(mucronusi-mapkuHconnsM PRKRA) sBisitorest Heliponmere-
HepaTUBHBIMU 3aboneBanusmu. DYTS, DYT9, DYTIO0,
DYT18, DYT19, DYT20 BX0omsT B OTAEIBHYIO TPYIIITY Pa3INy-
HBIX TTAPOKCU3MATBbHBIX TUCKUHE3Wii. 32 UCKITIOUEHUEM He-
cKOJIbKMX penkux Bapuantos (DYT2, DYT3, DYT5b, DYT16,
DYT17) Bce ocTanbpHbIe TUCTOHUM SIBJISIOTCSI ayTOCOMHO-I0-
MMHAHTHBIMHU [32].

BonblIMHCTBO W3 TeHETHYEeCKH AEeTEPMUHUPOBAHHBIX
IVCTOHUI aCCOLMMPOBAHBI C BITOJIHE OTNpeieIeHHBIM (heHo-
TUTIOM, XOTSI MHOTAA UMEIOT U HeTUIIWYHbIE KIMHUYECKUE
4yepThl. MHOTHE U3 T€HOB TUCTOHUU NEMOHCTPUPYIOT HU3-
KYIO TIEHETPAaHTHOCTh M BapuabeIbHYyI0 SKCIIPECCUBHOCTH
[15, 39].
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BTOpl/l‘lele JUCTOHUH

JIvCcTOHUST MOXET OBITH CUMIITOMOM Pa3IMIHBIX HEBPO-
JIoTMYeckux 3abojeBaHuil. JluarHo3 «BTOpUYHAs JUCTOHUS»
MPaBOMOYEH TOTNA, KOTAa aHaMHe3, KIIMHUYecKasl OlleHKa 1
JabopaToOpHbIE NAaHHBIE YKA3bIBAIOT Ha MPUYMHY 3abojeBa-
Husl. CuMIIToMaTHYeCcKasi TUCTOHUS vyatie GopMupyercst mpu
CTPUATO-TTAJUTMAAPHOM WIH TATAMUYECKOM TopaxkeHuu [24].
JUIsl cTpUATO-MAJTUIAPHOTO TIOPAXKEHUSI XapaKTePHO TOSIB-
JIeHVEe YUCTON AVUCTOHUU, TS TTIOPakeHUsT TalaMyca — MUO-
KJIOHYC-IucTOHUM [25]. [TpnurHOi TeMMIUCTOHNHU WK (HO-
KaJIbHOW JUCTOHUU B PyKe WJIM HOTE SIBJISIETCS TIOBPEXICHNE
KOHTpayiatepaibHoii cKopaytsl [31]. OTpaBieHure MapraHiemM
BBI3BIBAET MUCTOHMIO CTOT C (POPMUPOBAHMEM <«ITETYIIMHOMN
Xomb0bl» [36]. B oTamume or GONBIIMHCTBA BTOPUYHBIX IMC-
TOHUI OCTPBIE JIEKAPCTBEHHBIE TUCTOHUU SIBJISIIOTCS TIOJTHO-
CTBIO 0OPATUMBIMU U MICUE3AI0T MTOCJIe OTMEHBI TohaMIHOI0-
Kupytoniero cpenctsa. [lo3mHue (TapauBHBIE) JeKapCTBEH-
HBIE KCTpaNMpaMUIHbBIE PACCTPONCTBA OOPATUMBI OTYACTH,
70% 13 HUX UMEIOT CTallMOHAapHOE TeueHue [3].
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B rNMOMOLLb NMPAKTUHECKOMY BPAYY

B 1iesioM, [j1s1 BTOpMYHBIX JUCTOHUIM XapaKTepHbBI: BHE-
3aITHOEe Havyajo; (pUKCUpoBaHHbIE U 0OJIE3HEHHBIE TUCTOHU-
YyecKHe IT03bl WIM IUCTOHUS ITOKOsI; paHHee IPUCOeIUHEHNE
IM3apTPUM; TeMUIMCTOHUS; HAJTMYKe PeJIeBaHTHOIO (hakTopa
(ueHTpanbHasg WM Tepudepuyeckas TpaBma, SHIEGhATUT,
nepuHaTaJbHas TUIOKCHUS, MpUeM OJIOKaTopoB nodaMuHa,
MHCYJBT U [Ip.); HATMYME APYTMX, HEAUCTOHMYECKUX HEBPO-
JIOTMYECKUX CUMIITOMOB (JIETKKE Tape3bl, MO3KEUKOBBIE CM-
IITOMbBI, KOTHUTUBHbIE HAPYIIEHUS, TU3aAPTPUU U JP.); [1aTO-
JIOTMYEeCKME N3MEHEHHUSI 10 JaHHBIM JIA00PATOPHBIX UCCIIENO0-
BaHMIi U HelipoBU3yanu3auuu [44].

Jleyenne AUCTOHMIA

JledeHre TMCTOHUIA TTO-TIPEXHEMY OCTAeTCsl CUMIITOMA-
TUYECKUM, XOTS 3a MOCJeAHNE NECATUIETUSI B 9TOM BOIIPOCE
MOCTUTHYTHI CYIIECTBEHHBIE ycrexu. HoBble mepopabHbIe
npenaparhl, IMOSBICHUE OOTYJIOTOKCMHOB M COBPEMEHHBIX
HEMPOXUPYPTUIECKUX TEXHOJOTUI 3HAYMTEIBHO YIYULIVIA
KavyeCTBO XKU3HU MAllMEHTOB C TUCTOHUSAMU. K OCHOBHBIM Me-
TOoIaM JICYCHHUST MBIIIEYHBIX TUCTOHUI OTHOCSTCS MeauKa-
MEHTO3Hasl Tepanus (XOJUHOJIMTUKU, MUOPETaKCaHThI, OEH-
30[Ma3eNHbl); XUMUYecKasl IeHepBalus (MHbEKIUU OOTy-
JIOTOKCMHOB); MHTpaTeKaJbHOE BBedeHUE OakiodeHa; Xpo-
Hu4eckas ctumyasuus mo3ra (GPi).

BorynuHoTepanusi craja OCHOBHBIM METOIOM JICUSHUS
JIOKQJIbHBIX ¥ CETMEHTapHBIX (DOPM MBILIEYHOM TUCTOHUM He-
3aBUCHMO OT aTHOJoTUH [4, 8, 9]. UHTpaTeKanbHOE BBeACHNE
b6akjodeHa nmpuMeHseTcsl Mpu HeaEHEKTUBHOCTU TPEabIIY-
el Tepaluy y MallieHTOB C TSKEJIbIMM TeHepaln30BaHHbI-
MM TUCTOHMSIMU MPEUMYIIECTBEHHO BTOPMYHOIO XapakTepa
(TurepKuHeTHYecKast hopMa IETCKOro IiepedbpasbHOrO mapa-
auya) [32]. XpoHuyeckasi CTUMYJISILIUMSL BHYTPEHHEH 4acTu
OJIETHOTO Iapa MoKa3aHa IpU MePBUYHBIX TeHepaJn30BaH-
HBIX IUCTOHUSIX U B CITy4asiX HEYyAOBJIETBOPUTEIBHOTO PE3Yb-
TaTa HEOTHOKPATHBIX BBEACHUI OOTYIMHUYECKUX TOKCUHOB
Npu JJOKaIbHbIX (popmax [4, 10, 43]. K coxaneHuto, Heipoxu-
PYPruvecKue MeTOIbI SIBIISIOTCS JOPOTOCTOSIIIIMMU M HEe Ha-
XOISIT IIMPOKOTO MprMeHeHus B Poccuu.

Db dHEeKTUBHOCTD XOJUHOJIUTHUKOB IS JISUSHMSI TTePBUY-
HOW TeHepaJM30BaHHOW IUCTOHUM Oblla YCTaHOBJIEHA B
IIBOMHOM CJIETIOM MPOCIIEKTUBHOM MccenoBaHuu B 1986 T.
[16]. Ha ceromHsIHuit 1eHb XOJTMHOJIUTUKM, OaKI0GheH, OeH-
301Ma3enuHbl U jeBoaona (npu 6ose3Hu CeraBa) ocTaloTcs
OCHOBHBIMU METOAAMM MEeIMKAaMEHTO3HOI Tepanuu [2, 13].

OIHMM U3 aHTHXOJMHEPTUYECKUX MPernapaToB SBISETCS
ounepuaeHa ruapoxiaopun (akuHetoH). [1o cBoum Guoxumu-
YecKMM U (hapMaKOTMHAMUYECKUM CBOWCTBAM OUITepHUIeHa
TUAPOXJIOPU SIBJIIeTCSI M-X0IMHOOJ0KATOPOM LIEHTPATIbHO-
ro JeHCTBUSI C HE3HAYUTEJIbHBIM NepudepruyeckKuM aHTUXO-
JIMHePTMYECKHUM JCMCTBUEM, YTO MO3BOJISET M30eraTh HexXe-
JIaTeJIbHBIX 9((EKTOB B BUIe HApyIIeHNsI aKKOMOIALIMM, Ha-
DPYIICHUST CEpIEeYHOr0 PUTMa, apTepUaIbHOM TUIIOTEH3MH,
3aepXKKU MOUM U 1ap. Ero npeumyIiecTBoM cienyeT CUMTaTh
OTHOCUTEJIbHYIO U30MpaTebHOCTh B OJOKMpOBaHUM MI-
XOJIMHOPEIENITOPOB, ITUPOKO MPEACTaBIeHHBIX UMEHHO B 6a-
3abHBIX TaHrusIX. C OGJIOKMPOBAaHMEM XOJIMHEPTHUYECKUX
CTPMAapHBIX MHTEPHEHPOHOB M CBSI3aH CHUMIITOMATHYECKMIA
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3¢ deKT aKMHETOHA B JIeYeHUM JUCTOHMI. BunepuaeH croco-
O6eH OnokupoBaTh NMDA-TIyTamMaTHBIE pPELIENTOPbI, YTO
MMeeT MaTOreHeTUUeCKoe 3HaYeHNE B Tepariuy MPOTrpeccupy-
IOILIUX HellpoaereHepaTUBHBIX 3a00J1eBaHU, aCCOLIMUPOBaH-
HBIX C JVUCTOHUENA.

XoNMMHOIUTUKY 3P PEKTUBHBI B OTHOILIEHUU JIOKAJTBHBIX
W TeHepaJIM30BaHHBIX (DOPM NMCTOHUY TTEPBUYHOTO, BTOPUY-
HOTO, HEMpOIEreHepaTUBHOIO XapakTepa W MpH AUCTOHUSIX-
TUTIOC CUHAPOMAaX KaK ¢ paHHUM, TaK U TTO3IHUM HavajioMm [2,
6, 13, 42]. Ux meiicTBEHHOCTH JOKAa3aHa B JICYEHUH TIEPBUY-
Hoil TopcuoHHoU mucronnu (DYT1) [34], mapKMHCOHU3M-
mucronnu (DYT16), X-cleruieHHONH IUCTOHUU-TTapKUHCO-
Hu3Ma [6, 23], IMcTOHNYeCKOI (OPMBI JETCKOTO Liepedpab-
Horo napauuya [ 14], ocTpo BOBHUKIIMX BTOPUYHBIX JUCTOHUIA
[3, 42], npu TapaIMBHBIX TUCKUHE3USIX |7, 45].

Be3ycioBHBIM MpenMyIIeCTBOM aKMHETOHA SIBJISIETCS Ha-
JINYKMe Kak TabJIeTUPOBAHHOM, TaK U UHBEKIIMOHHOMI (DOPMBI.
B cranmapTHBIX yclOBUSIX OWUMepuIeH Ha3HA4YaeTCsl BHYTPb;
HayvajbHas 103a CocTaBisieT 1 Mr 2 pa3a B CYTKHU C €XXeIHEB-
HBIM YBEJIMYEHUEM Ha 1—2 MT 10 JOCTMKEHUS TepareBThYe-
cKoil. MakcuMalbHast CyToYHast 1o3a — 16 Mr.

ITpu TSKeNbIX DMCTOHUYECKMX COCTOSIHUSIX TpelOyeTcs
BKCTpeHHas MoMollb. MHbeKIIMOHHOE JIeueHNEe aKUHETOHOM
SIBJIIETCS BEAYIIIMM METOIOM HEOTI0XHOU Tepanuu. K Takum
HEOTJIOXXKHBIM COCTOSIHUSIM OTHOCSITCSI IUCTOHUYECKUI CTPU-
JIOp ¢ paccTpoiicTBaMM (hYHKIIMU AbIXaHUS, T1EKOMIIEHCUPO-
BaHHbBIC TeHepaIU30BaHHbIC NTMCTOHUU, BKIIIOYAs «IMCTOHM-
YeCcKylo Oypro», OCTpble OTpaBieHMsT aMbeTaMUHaMU, CyppO-
raTaMu HapKOTUKOB U IPYrMe€ TOKCUYECKUE COCTOSIHUS, OC-
JIOXKHEHMSI, CBI3aHHBIC C TIPUEMOM HEHPOJIETITUKOB, BKIIIOYast
3JI0KAYECTBEHHBIA HENpOaenTUYeCKnii cuHapoM [3, 7, 26,
36]. INapeHTepasbHO (BHYTPUMBIIIECYHO WM BHYTPUBEHHO)
aKMHeTOH BBomutcs 1o 2,5—5 mr (0,5—1 v 0,5% pactBopa).
I1pu HeOOXOAMMOCTH BBeIEHME TTOBTOPSIOT yepe3 30 MUH, HO
He 6ojiee 4 pa3 B cyTku. OTMeHa IpernapaTa J0JKHa MPOr3BO-
IIUTHCS TIOCTETIEHHO.

IIpn HazHaUYeHUM XOJWHOJUTHUKOB HEOOXOAMMO ITOM-
HUTh O BO3MOXKHBIX TOOOYHBIX Nepudepudeckux 3¢ deKTax.
C OCTOPOXHOCTBIO UX CJIEAYET Ha3HAYaTh MTPU 3aKPBHITOYTOJIb-
HOI IJ1ayKOMe, aIeHOME MPEICTaTeJIbHOM KeJie3bl, a TaKxXKe
MOXWJIBIM MalMeHTaM. bIoKaTophl XOMMHEPTMUECKUX peLieT-
TOPOB YCUJIMBAIOT 3 (HEKThl AHTUTMCTAMUHHBIX, TIPOTUBOCY-
JIOPOKHBIX U TTPOTUBOMAPKMHCOHUYECKUX MpernapaToB U He-
COBMECTHUMBI ¢ ajikorojieM. KyMyJISITUBHBIX MOOOYHBIX 3-
(hbeKTOB pa3IMYHBIX IPYMNI MpernapaTroB, MPUMEHSIEMbIX TTPU
JICYEHUM TVCTOHUM, MOXHO M306eXaTh, HE TOCTUTas] MaKCH-
MaJIbHBIX 103, ITyTeM KOMOMHUPOBAHUS OUIMepuaeHa ¢ MUO-
penakcaHTamMu 1 6eH301Ma3enMHaMu. burepuaeH coueraercs
CO BCEMU APYTMMM METOAAMU JICYEHMSI MBIIICUHBIX TUCTO-
HU.

3HaHUs, HaAKOIUIEHHble B  TIpollecce  U3YyYeHUS
naTo(r3n0JIOTMYEeCKUX, MOP(MOGYHKIIMOHATBHBIX, T€HETH-
YECKUX MEXaHU3MOB, JIETJIM B OCHOBY COBPEMEHHBIX KJIaCCH-
(ukauuii IUCTOHUU M €€ CHUMITOMATUYECKOTO JICYEHMS.
JanpHelime uccieqoBaHMs ¢ LEIbI0 pealu3alliy ITaToreHe-
TUYECKUX TTOAXOIO0B TEPANUM MPEACTABISIOTCS MePCIeKTUB-
HBIMU.
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