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KpaunanbHasa AUCTOHKA

Kpanuanvnas ducmonus — pacnpocmpanentoe 3a001e8anue JKCMpanupamuonol HepgHoi cucmemsl. Kiunuveckue nposigrenus oucmonuu
Kpaiine eapuabensvivl, MHo2Ue ee hopmbl yacmo He duasHocmupylomes. lucmonus npedcmaesnsem codoil ceHCOMOMOPHOe HapyuieHue Hepe-
Hoti cucmembl. Ilogpedicdenue 3ampacugaem He 00HY cCmMpyKmypy, a cemb 3auMo0eicmayouux opye ¢ 0pyeom Y3108, pachOA0NUCeHHBIX 8 CO-
MAamoceHcopHOll Kope U acCoUyUuamueHbiX CeHCOPHbIX U MOMOPHBIX NOASIX, KOMOPble UParom poab 8 UHMe2payul pa3autHulX CEeHCOPHBIX MO-
danvHocmeil, NOCMYNAOWUX KaK U3gHe, Mak u om peyenmopos enympu opeanusma. [lpu kpanuanvHoii oucmoHuu MakcumanvHoi g gex-
MmueHoCMbI0 omauuaromes npenapamol 6omyaomoxcuna. Ecau npu ux npumenenuu He yoaemcs 0ocmueHymos NOA0JICUMENbHORO Pe3yabma-
ma, ucnoav3yrom nepopanbHsie 1eKapcmeeHHble cpedcmea u Xupypeuieckue memoosl AeHeHus..
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Cranial dystonia is a common disease of the extrapyramidal nervous system. The clinical manifestations of dystonia are extremely variable;
many of its forms are often undiagnosed. Dystonia is a sensorimotor disorder of the nervous system. Damage affects not only one structure, but
also a network of the nodes interacting with each other in the somatosensory cortex and associative sensory and motor fields, which play a role
in the integration of various sensory modalities coming from both outside the body and from the receptors within it. Botulinum toxin prepara-
tions show the highest efficacy in treating cranial dystonia. If their administration cannot achieve a positive result, oral drugs and surgical
treatments should be used.
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JIMCTOHUSI — 3TO HEBPOJOTUUECKUII CUHAPOM, OOYCIOB-
JICHHBIN TUC(YHKUMEH CEHCOMOTOPHBIX HEMPOHHBIX CBSI3EN U
XapaKTepU3YIOLIMUIACS HETPOU3BOJbHBIMU JJIUTEbHBIMU He-
PUTMHUYECKUMU MBIILIEYHBIMUA COKPALIEHUSMU, KOTOPbIE MPU-
BOJSIT K CKPYUYMBAHWIO, CTUOAHUIO WJIM pa3rubaHuio u ¢hopMu-
POBaHMIO MAaTOJIOTMYECKUX M03. [IUCTOHMS 3aHUMAET TPEThE Me-
CTO IO PaCIpPOCTPAHEHHOCTH cper 3a00JeBaHUil dKCTpanupa-
MUIHOM CUCTEMbI MOCJIe 3CCEHIMATLHOIO TpeMopa U 00JIe3HU
ITapkuncona [1].

KpannanbHast tucToHUsT — oHa U3 (OPM CerMeHTapHOI
JNUCTOHUU, ITPU KOTOPOI B MATOJOTMYECKUI MPOLIeCC BOBIeKa-
FOTCSI MBILILIBI JIMIIA. DTO 3a00J1eBaHKMe YacTO He IMarHOCTUPY-
eTcsl, OCOOCHHO Yy MOXWJIbIX MallMEHTOB, BO3MOXKHO, B CBSI3U C
TeM, YTO OHO MOXET MpoTeKaTh 0e3 rpyOobIX HApYIIEHUN U He
BBI3bIBAaTh 3HAUMMOW WHBAJIWAU3AlIMM, OTPAHUYUBASICH JIHUIIb
3CTeTUYECKUM AeheKToM. M TONBKO Te MallMeHTHhI, Y KOTOPBIX
M30BITOYHBIC IBVKEHMS B 001aCTH JIMLIA MPUBOJIST K BhIpaXKeH-
HBIM paccTpoiicTBaM (IOTEPsI 3pUTEIbHOTO KOHTPOJISI, HEBO3-
MOXHOCTbD TepeKeBbIBAHUS TTUIU, aPTUKYJISILIUKU U Ap.), Tona-
JIaloT B TI0JIe 3peHUs Bpaya.

Cpenu (hopM KpaHUAIBHON TUCTOHUM — Ojedhapocriasm,
OpOMaHAUOYAsIpHAs AMCTOHUS, TPU3M, JIApUHTealbHasl AUCTO-
HUs, cracThyeckas aucdarus, TMHTBaabHasi AMCTOHUS U UX CO-

yetanusi. Hepenko 3abonieBaHre, HAYMHASICh B OIHOU TpyIie
MBIIIILI, pacpocTpaHseTcsl Ha apyrue. Briepsbie 61edapocnazm
1 nHbIE (POPMbBI KPaHMAJIbLHOM IUCTOHUU ormcan B 1887 1. ame-
pukanckuit Bpau H.C. Wood. OH mipennoaoxui, 4To coKpalie-
HME MBIIII] B HIKHEH TMOJIOBUHE JIMIAa BO3HUKACT BCICACTBUE
MPOTHUBOMAEHCTBUS CIIa3My B KPYTrOBOM MBIIIILIE TJ1a3.

HcTopua sBonpoca

B 1910 . ¢panmysckuit HeBponor H. Meige cooburmn o
10 marMeHTax ¢ IBYyCTOPOHHUMU COKPAIIEHUSIMU MBIIIIIL JINIIA 1
Ha3BajJ 3TO COCTOSIHME <«CPEAMHHBIN JULeBOM cra3m». [lIpu
9TOM OH OTMETHUJI COKPALIEHUS] HE TOJbKO MBIIIIL JULA, HO U
[JIOTKU, YEJTIOCTH, THA POTOBOM MOJIOCTU M SI3bIKa. [10CKOJIBKY
TUTIEPKUHE3bI MOTYT CaMOCTOSITEJIbHO YMEHBIIIAThCS M McUe3a-
10T BO BpeMsI cHa, H. Meige mpuiiien K BBIBOAY, YTO OHM HOCSAT
TICUXOTEHHBIN XapaKTep M OJHOBPEMEHHO IMPEATIOJOXII, YTO
MBIIIEYHbIC CIa3Mbl, 3a MCKIIOYEHMEM MBI JWIa, MOTYT
OBITb PE3yJILTaTOM pa3ipaxkKeHusi B CTBOJOBOI 001aCTH.

B 1925 . Henderson orucan 135 naiueHToB ¢ 6J1ehapocnas-
MOM, KOTOPBI, KaK OH CUUTAJI, SBJISICTCS CJICACTBUEM OpPTaHM-
YeCKUX U3MEeHEHMH B 6a3aabHbIX raHrusX. B 1972 . G. Paulson
npuBen 3 ciydas couetaHus: OjedapocrnazMa U OpoMaHAUOY-
JIIPHOM TMCTOHUM U Ha3BaJl ero «cuHapoM Meiixa». UyTh mo3-
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xe, B 1976 1., C.D. Marsden coo6uu eme o 39 mo-
MOOHBIX HAOIIOACHUSIX, HO HaJl 3TOMY COCTOSI-
HUIO ApYroe HaWMMEHOBaHUE — «CUHIPOM
Bpeiirens». 9to 6buta ero gaHb 1okTopy R.E.
Kelly, koTopblii nepBbIM 00paTHJI BHUMaHUE
Ha TO, YTO MYXKYMHA M300pakeHHBII Ha
KaptuHe «3eBaka» Ilutepa bpetirens
Crapiero, crpamaeT KpaHUaJIbHON THC-
TOHUEN.

B 1996 . G.J. Gilbert ony6imkoBa
OIKMCaHUe U30JIMPOBAHHOI OpOMaHAUOY-
JISPHOM TMCTOHMM OTKPBLIBATEJILHOTO TH-
na 6e3 6yedapocnazmMa 1 MpeUToKUII Ha-
3pIBaTh 3TO 3a00JeBaHUE CHUHIPOMOM
Bpeiirenst. OH momuepKuBai, 4To JaHHBII
CUHIPOM OTJIMYAETCsl OT CUHApoMa Meiixa,
NpU KOTOPOM HaOJIIoJaeTcsl coyeTaHue Osie-
hapocriazmMa 1 opoMaHIUOYJIIPHO TUCTOHUU.
B 1983 1. J. Jankovic u J. Ford ncnonb3oBanu
TEPMUH «CUHAPOM MeitKka» I XapaKTepUCTUKHA
couetaHus1 Oyepapocmnasma u opodarm-
olepBUKaabHOM auctonuun y 100 mamu-
eHtoB. B 1994 1. Casala u G. Deuschl,
MPOAHAJIM3UPOBATIN Pa3IMYHbBIC TUIBI (DOKATBHOI TUCTOHUU,
MPU KOTOPBIX 3aTPOHYTHI MBIIIILI, THHEPBUPYEMbIe KpaHUAIb-
HBIMM HepBaMH: OJ1ehapocria3zM, OpoMaHINOYIIpHAas JUCTOHMS,
JIMHTBaJIbHAsl TUCTOHUSI, (papuHTeabHasl TUCTOHUS, JapUHIe-
ajibHasl IMCTOHMSI M CIacTUYeCKMil TopTukoyuiuc. Ha ocHoBa-
HUU O0I1Iero MaTOreHeTUYECKOro MeXaHu3mMa aBTOpbl O0bEIUHM -
JIM UX B OJHY TPYIITY TOJ Ha3BaHMEM «CEerMEHTapHas KpaHHO-
IIepBUKAIbHAST TUCTOHUSI», TIPU 3TOM TEPMUH «CUHIpOM Meii-
JKa» UCITONIb3YeTCs KaK CUHOHUM.

CoBpeMeHHbIe KOHCEHCYCHBIE TTOJIOKEHUS 0 IpodieMe
IUCTOHUM, onybaukoBaHHbie B 2013 1., pa3paboTaHbl 0OJb-
LIMM KOJUIEKTMBOM CITeLIMaMCTOB BO I1aBe ¢ A. Albanese. bbI-
Jla co3naHa Kiaccudukanys TMCTOHWY 110 JIBYM HarpaBJIeHU -
SIM: KJIIMHUYECKNE XapaKTepUCTUKU U 3THoyorus. OLeHKa 1o
KIMHUYECKUM XapaKTepHUCTHUKaM BKJIIOYAeT BO3PAcT BO3HUK-
HOBEHUS IUCTOHWU, 3aMHTEPECOBAHHOCTH OIpeAeIeHHOM Yac-
TU TeJia, BpPEMEHHOI MaTTepH, couyeTaHUe C IPYTUMMM JBMUTa-
TeJbHbIMU HapyLIEHUSIMU UM HEBPOJOIMYECKMMU 3aboJieBa-
Husmu. Cunapom Meiixa no aToii kKiaccupuKkaluu OTHECEH K
CeTMEHTapHBIM KpaHUAJIbHBIM IUCTOHUSM, YTO COOTBETCTBYCT
ero JIOKaJIu3alu.

Bropoe HampaBieHuMe KacaeTcsl 3THOJOTMU. Paznuuator
MEePBUYHYIO U BTOPUYHYIO OTUCTOHMIO. B OOJBIIMHCTBE CllyyaeB
HabJ1ronaeTcs epBUYHAs AMCTOHUSI, STUOJIOTHSI KOTOPOIi OCTaeT-
¢Sl HesICHOM. BropruHast AMCTOHUS SIBIISICTCS CIASACTBUEM APYTHX
3a0oeBaHuit wiam BosaeiictBuii Ha LIHC. [JomoaHUTETBHBIMK
XapaKTePUCTUKAMU B KJIACCU(MDUKAIIMIN MOTYT OBITh BBISIBICHHBIE
CTPYKTYPHBIE UBMEHEHUS MO3Ta 1 HACIeACTBEHHBIC (DOPMBI.

dnupemuonorns

To4yHBIX JaHHBIX O PACHpPOCTPAHEHHOCTU KpaHUAIbHOU
IVCTOHUU HET. DTO CBA3aHO C OOJBIIUM (HEHOTUTTMYECKUM
pasHooOpa3ueM 3a00JIeBaHUS U €r0 HEJOCTATOYHOW JUarHo-
cTukoii. CBeleHUsI O TIPEICTaBICHHOCTH KpaHUAJIbHOW IUCTO-
HUU KpaliHe 3aHUKEeHbI. DMUIeMUOIOTUYECKIE UCCAeTI0OBAHUS
YaCTO BBIMOJHEHbI METO0JOTMYECKU HEKOPPEKTHO, KakK IMpa-
BWJIO, B HUX OO0bEIUHEHBI (hOKaIbHAsI, F€HEPAIM30BAHHAS U
BTOpPWYHAsI TUCTOHUs. B ucciemoBanmsx pokamabHOU MUCTO-
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HUU TaKXe He TPOBEICHO pa3leeHusT Ha KOH-
kpeTHble Gopmbl. PacmpocTpaHeHHOCTH Tiep-
BUYHOU NOMCTOHUM, MO DPa3HbIM JaHHBIM,
Bapbupyetcst ot 30 1o 7320 ciyyaeB Ha 1 MaIH
[2—6]. Takoit muUpokuii pa3dpoc AaHHBIX
MOHO OOBSICHUTH TEHETUYECKOU TeTepo-
TeHHOCTBIO W BIIUSITHUEM YCJIOBUI OKpY-
Karonieit cpensl |7, 8]. [TanueHTsI ¢ O71e-
dapocmnazmom, HampumMep, Jaile BCTpe-
YaloTCs B I0XHBIX PETMOHAX C BBICOKUM
ypOBHEM MHcosiuuu [7, 9—15].
BospacT sBisieTcsl He3aBUCUMBIM
dakTopom pucka pa3BUTHSI KpaHUATBHOU
MVUCTOHWM, CPEeIHUI BO3pacT Haydana 3a-
ooneBanuss — 50—60 mer [16—18]. S.
O’Riordan u coaBt. [19] obcnenoBanu 14
MalMeHTOB ¢ MePBUYHON TUCTOHUEH U MPO-
BeJIM MeTaaHaiu3 83 ory0JMKOBAaHHBIX ClTyda-
eB. CpenHuii Bo3pacT ae6ioTa 6iedapoca3ma u
OpOMaHANOYISIPHOI TUCTOHUM OBITT CAMBIN BBICO-
kuii (55,7 roga), majgee MAyT criacTUYe-
ckas nucdoHus (43 roma), UepBUKaIb-
Hast auctoHus (40,8 roma) v mucyuii
cnasm (38,4 roga). ABTOpbI UCCIIEIOBAHUST TPEIMOJIOXKUIN, YTO
VMEHHO BO3pacT TOSIBJICHUST JUCTOHUU U OTIPEIeNIsIeT ee KIu-
HUYECKYI0O KapTUHY He3aBUCUMO OT reHortumna. KpaHumambHas
IUCTOHUSI, TIO Pa3HbIM JAaHHBIM, MPUOIM3UTENILHO B Ba pa3a
yalle BcTpevaerces y xXeHwuH [17, 18, 20, 21].

MaTorenes

IMaTtodusnonorus cunapoma Meiixa 10 KOHLA HE U3Y-
yeHa. [Ipu aytorncuum mo3ra Takux MalMeHTOB HE BBISIBIEHO
JIETE€HEPATUBHBIX U3MEHEHU I WJIM APYTUX CTPYKTYPHBIX Hapy-
LIEHUI, XOTSI UCIIOIb3yeMble METOAUKHU HEJb3sl CUUTATh 10C-
TaTOYHO TOYHBIMU JUISI UCKIIOUYEHMSI MHUKPOCTPYKTYPHBIX
aHomanuii. HemaBHue uccienoBaHusi ¢ UCTIOJIb30BAHUEM BO-
KCeTb-0a3upoBaHHON MoOpdOMeTpur TMoKa3aiu W3MEHEHUs
CEpoTo BelllecTBa B 0a3aJIbHBIX TAHTIIUSX, TaTaMyce, MO3Xeu-
K€, KOpe M CTBOJi¢ MO3ra y MalMeHTOB C OyedapocnazMoM
[22]. I1pu MarHUTHO-pe30HaAHCHOI ToMorpaduu B 1uddy3u-
OHHO-B3BEIIEHHOM PEeXMMe He OTMeJaeTCs] I3BMEeHeHHi B Oa-
3aJIbHBIX TaHIIUSX [23].

[MosBrsieTcst Bce GOIbIIE JTAHHBIX O TOM, UTO Y MTAIIMEHTOB
C IMCTOHMEH coueTaHre OMpeNeTeHHBIX YCIOBUI OKpYyKalomieit
Ccpelbl M TEHETUYECKOIl MpenpacrooXeHHOCTU MPUBOIUT K
riactuyeckum usMeHeHusmM B LIHC v cHUXXKEeHUIO TOPMO3HOTO
BJIVSIHUS KODHI [24].

CoBpeMeHHbIe UCCIIeIOBAHUST TTONTBEPKIAIOT TUIIOTE3Y, B
COOTBETCTBUM C KOTOPOU MEPBUYHAS TUCTOHUS — ITO HapyIile-
HUE He OHOU CTPYKTYPHI, a LIEJION CETH, COCTOSIIIIEN U3 BasKHBIX
y3JI0B, PACIOJIOXEHHBIX B COMAaTOCEHCOPHOI KOpe U accolua-
THUBHBIX CEHCOPHBIX U MOTOPHBIX MOJISIX, KOTOPAsi CIIOCOOCTBYET
WHTETpalliy pa3IMIHBIX CEHCOPHBIX MOTAIBHOCTEH, TTOCTYIIa-
IOIIMX KaK U3BHE, TaK U OT PELIENTOPOB BHYTPU OpraHM3Ma, U
T03BOJISIET CO3/IaTh KOTHUTUBHOE TIPEICTABUTEIHCTBO OTIpejie-
JIEHHOTO JIBVKEHUS UTS MOTOPHOTO TUTAHUPOBAHUSI U TIOHUMA-
Hus. [Ipeanonaraemasi ceTb BKIIIOUAET TakXKe U CyOKOPTUKAIb-
HbIE CTPYKTYDbI, TaKH€ KaK 0a3zajibHble TAHIJIUU U MO3XKEUOK, U
KOOPAMHUPYET paboTy ¢ Kopoit Mo3ra. TakuM o0pa3oM, IUCTO-
HMSI — HE CTOJIBKO JIBUTATEIbHOE PacCTPONCTBO, CKOJIBKO CEH-
COpHOE ¥ CEHCOMOTOpPHOE 3a00JIeBaHUE.
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KnuHMyecrKana KapTHHa

KpaHuanbHast TUCTOHMST XapaKTepU3yeTcsl BapradeabHO-
cThio MaHM(decTauuu. B Hauvase 3aboneBaHUsT MOTYT HaOJIIO-
IaThCsl M30JIMPOBAHHBIN GiedapocnasM, M30JUPOBaHHAS OPO-
MaHIUOYJSIpHAsT TUCTOHUST WIN Cpa3y UX coueTaHue (CUHIPOM
Meiixa). Bo3aMOXHO BOBJIeUeHME MBIIIIL JIMIA BCJIEH 3a Topa-
JKEHUEM JIapUHTeaTbHOU WM LIEPBUKAIBHOM MYCKyIaTyphl |18,
20]. HauboJee yacTo KpaHHuaibHasi AMCTOHUSI MAaHUMECTUPYET C
onedapocnasma. [1IpubIU3UTENIBHO Y YETBEPTU MAILUEHTOB OT-
MedJaeTcsI OMHOCTOPOHHEe Havyallo, 3aTeM 3a0oJieBaH1e PacIIpo-
CTpaHsieTCs Ha BTOpoii a3 [16].

CrioHTaHHBIC PEMUCCUM HeXapaKTePHBI U BOSHUKAIOT Me-
Hee ueM B 10% cityyaeB, Kak IIpaBUIIO, B IIEPBBIA To1 3a00J1eBa-
Hus [20]. baedapocmnazm MoxXeT ObITh ITPEACTaBIEH HECKOJIbKM -
MU peHoTunmueckumu popmamu. CaMblili pacpocTpaHEeHHbI
BapuaHT — TOHMYECKOE COKpAIleHUe KPYyroBOi MBIIIIIBI TJ1a3a,
TPUBOsIIIIee K JUTUTEIbHOMY 3aKpbIBAaHUIO TJ1a3a, WIM KIOHU-
YeCKUe COKpAIIeHMSI, BhIpaXkaroluecss YaCcThIM 3aXKMYpPUBaHU -
eM 17a3 [25]. Pexe GiedapocnasmM MOXeT HAaITOMUHATh arpak-
CHMIO OTKPBIBaHUS BEK, Korma 0e3 3axKMypuBaHHUsSI OTMedaeTcs
OITyCKaHWE BEK C HEBO3MOXHOCTbIO MX MOAHATH. 151 manueH-
TOB ¢ OyiechapocmazMoM XapaKTepHBI Pa3HOOOpPa3HbIE KECThI-
AHTarOHUCTBI: 3TO MOXET OBITh pa3roBOp, TIEHUE, KeBaHUe, BCa-
CBIBAOIIINE IBYDKEHUS, BEIPaKEHHOE 3aXKMYPUBaHNUE, HaTaBJI -
BaHME Ha KaKyl-TO 00JIacTh JIMIIa WX IIeU, Ha 00JIacTh T1a3,
HaayBaHUE IIEK, MCII0JIb30BaHME 3yOHOU MaJlOYKM, XOJOAHON
Boawl U T. A. E.L. Peckham u coaBT. [26] OTMETHIM HaJIMYKE Ke-
CTOB-aHTaroHUcToB y 87% mamnueHTOB c Oieapocmazmom,
OOJBIIMHCTBO M3 HUX MCIOJB30BaIM OOJiee OMHOTO Ipuema.
CaMBIMU X€ pacIpOCTPaHEHHBIMM ObLIM MPUKOCHOBEHUE K
HaIIJIa3HUYHOM 00JIacTH, TIEHNE, KeBaHUE W pa3roBop.

[Ipu pa3Butuu cuHapoma Meiixka IIPOMCXOIUT MPOrpec-
cupylolliee ycujieHue oedapocria3Ma ¢ BOBJIeUeHUEM OPOMaH-
IUOYJISIPHOI MYCKYJIaTypbl. Bo3aMOXHO Tocenyolee pacipo-
CTpaHeHHe TIpoliecca Ha MBIIIIIBI IeW U BepXHell KOHEUHOCTH,
XOTsI KITMHUYECKN HanboJiee BhIpaXKeHBI ITPOSIBIICHUST B HIDKHE I
mosoBuHe Juua [27, 28].

BepossTHOCTh BOBHUKHOBEHUSI TUCTOHMUYECKUX COKpallle-
HU CMEXHbBIX MBILILL Y MalUeHTOB ¢ OJiepapocna3zMoM COCTaB-
nsget 50% v MakcuMalibHa B IepBbie 3—35 j1eT 3a00J1eBaHus, PU-
YeM Y IMOJIOBUHBI U3 HUX BOBJIEYEHNME CMEXKHBIX MBIIIII] IIPOUCXO-
IIAT B TIEpBBIN Toa. OMMIcaHbl peaKUe Cydau IMOPakeHUs IPYTUX
MbiI yepes 10 et u 6onee mocie Havana 3aboneBanus [29—32].

G. Defazio u coaBr. [29], ob6cienoBaB 155 manueHTOB ¢
osiehapocriasMOM, BBISIBUIM CJIEIYIOIIME TMPEAUMKTOPhI dajib-
HeIIIero pacrpocTpaHeHus 3a00JIeBaHMs: HATMIKE B aHaMHe3e
YepermHO-MO3TOBO TPaBMbI C HApPYIIIEHUEM CO3HAHUSI, BO3PACT
BO3HMKHOBEHMS O1ehapocriazma 1 XKeHCKU 1oJ1. B npyrom uc-
CJIeIOBAaHUY 3HAYUTEJIbHBIX PAa3IUYuil MEXIy MYKYMHAMH W
JKEHIIIMHAMU B BEPOSITHOCTU PaCIpOCTPaHEHUsT ATMCTOHUYECKO-
ro TUMEpPKUHE3a He OTMedeHO [28].

Bropuunslii cuHapoM Meitka MOXeT ObITh POSIBJICHUEM
TMO3aHeN (TapAMBHOM) MTUCTOHUU WM PYTOTO HEBPOJIOTUYE-
ckoro 3aboneBanus [25]. Mcnonbp3oBaHne HEHPOJETITUKOB ac-
COLIMMPOBAHO C Pa3BUTHEM TapIUBHOM TMCTOHUU C BOBJICUYCHU -
€M KpaHUOLepBUKaIbHOM MycKyaaTyphl B 10—20% cay4daes. Be-
POSITHOCTb €€ BO3HMKHOBEHUS YBEJIUYMBACTCS MPU MPUMEHE-
HUM 3TUX TpenapaToB 6osiee roga [33]. [Ipeanonaraercs, 4To B
OCHOBE Pa3BUTHsI BTOPUIHOTO CUHApOMa Meiika JIeKUT IMoBpe-
XKaeHue GyHKIINK T10()aMUHOBBIX PELIENTOPOB ¢ GOPMUPOBAHU-
€M MX TUIIepUYyBCTBUTEIbHOCTH [25, 33].
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T. Kimura u coaBr. [34] HaGmonanu MaTh 1 0Yb, KOTOpPbIE
JUTUTETLHO TIPUHUMATN HEUPOJETITUKY U Y KOTOPBIX B TTOCHIEIY-
OI1IEM pa3BUJICSI CUHIPOM Meiixka. ABTOPBI MOJIararoT, YTO B BO3-
HUKHOBEHUU WHAYLIMPOBAHHBIX HEUPOJENTUKAMM JBUraTesb-
HBIX PaCCTPOICTB MOTYT UTPaTh POJIb FEHETUUECKUE (haKTOPBI.

[IpoBompoBaTh pa3BUTHE KPAaHUOIEPBUKATBLHOMN TUCTO-
HUU MOTYT U Apyrue mpemnapatbl. K HUM OTHOCSTCSI TIPOTHBO-
PBOTHBIE CpeACTBa (METOKJIOTpaMUI), arOHUCTBI dodaMuHa
(1eBogomna, GPOMOKPUIITUH), PEAKO — aTUITMUYHBIC aHTUTICHXO-
tuku (onanszanuH) [20, 25, 35]. B psne ucciaenoBaHuii mokasa-
HO, YTO BBI3bIBATH Pa3BUTHE JIMIIEBBIX JMCKUHE3UI CITOCOOHBI
AHTUJICTIPECCAHTHI U CEJIeKTUBHBIE MHTMOUTOPHI 0OPaTHOTO 3a-
XBaTa CEpPOTOHWHA, a TaKXKe aHTUTUCTAMUHHBIC IIperapaThl,
BIUSIIONINE HA LIEHTPAIbHYI0 10(haMUHEPTUUECKYIO U XOJIMHEP-
rMYecKylo repenauy [25, 36].

Bcerpeualorcst ykazaHus Ha B3aMMOCBSI3b cuHApoMa Meii-
Xa C TPaBMOW TOJIOBBI, TUIEPOMIMPYOMHEMUEH, WHCYJIBTOM
WU TeMUeTMHU3aIeil B 001acTi CTBOJIA, HOPMOTEH3UBHOM
runpouedanueil, ounarepaibHON TaTaMOTOMUEH, OIMYXOJbIO,
SHIIe(aNTUTOM U LiepedpaabHO runokcueit [37—42].

Cungpom Meiixa onucaH B CTPYKType MHOTHX HEBPOJIO-
TMYECKUX 3a00JIeBaHUii, CONMPOBOXIAIOIIMUXCS JABUIaTeIbHbIMU
pacctpoiictBamu. J. Jankovic u J. Ford [43], o6cnenoBas 100 na-
LIMEHTOB ¢ OsiepapocriazMOM U OPOMAHAMOYISIPHON JTUCTOHU -
eii, BBISIBUJIM 3CCEHLIMABHBIN TpeMop y 33 U3 HUX, CUMIITOMBI
IMapKUHCOHU3MA MPUCYTCTBOBAIN Y 9, HEOHBIM MUOKJIOHYCOM,
XOpeei, pacCessHHBIM CKJIECpO30M M aKaTU3Uel CTpamaiud I10
2 mauMeHTa. B nuTeparype Hepeako BCTpeyaroTCsl OMMCaHMSI
(bokaybHOI M CerMEeHTapHOM KpaHMOLIEPBUKAIBHON TUCTOHUM
y TIAIMEHTOB C HACJEICTBEHHBIM JCCEHIMATHHBIM TPEMOPOM,
6ose3Hblo [TapKrHCOHA, TTPOTECCUPYIOIINM HAIbSIACPHBIM Ta-
paiuvyoM, MYJBTUCUCTEMHOI aTpodueil, KOpTUKO-06a3aIbHOM
nereHepainueit, 6one3Hblo BuibcoHa—KoHoBaioBa M 0MBO-
MOHTOLIEpeOeIsIpHOI aTpodueii [44—56].

V 25% maumMeHToB ¢ CMHAPOMOM Meiika TIpy ayTOIICHK
oOHapyXeHBbI Tesblla JIeBu. ABTOPBI MCCISIOBAHUS T10JIaraloT,
YTO B YACTU CJIy4aeB KpaHMAJIBHYIO TUCTOHUIO MOXHO BKIIIO-
YUTH B CIIEKTp 3a0oJieBaHult ¢ Tenbuamu Jlesu [57].

Ectb MHeHUe, uyTO OiehapocnasM U OpoMaHAMOYIsIpHAs
NMCTOHMST MOTYT Pa3BUThCs B 00J1e3Hb [lapkuHCOHa, TaK KakK B
OCHOBE 3THX 3200JIeBaHU I JIEXKUT TUCHYHKIMS Oa3aJIbHbIX TaH-
rueB. E Micheli u coaBt. [58] cpaBHUBaIM IpyMiibl MallMEHTOB
¢ KpaHMAJIBHOM TUCTOHMEN U 30POBBIX UCITBITYEMBIX, B KaXKIOM
rpyme 6110 1o 105 yenoBek. bonesns [1apkuHcoHa pa3Buiiach
y 11 mauMeHTOB U3 MEePBOIA IPYIINLI M TOIBKO Y 2 U3 BTopoii. Co-
[JIACHO JaHHBIM JIPYTOro MCCJEeL0BaHUS, OCHOBAHHOIO Ha OIl-
poce 99 naimueHToB ¢ OyeapocnazmoM, 6oJie3Hb [TapkrHcoHa
BO3HUKJIA JIMIIb B 2 cirydasx [59].

Neyenue

HecMmoTpst Ha mporpecc B M3yuyeHUU IMAaTOreHETUYECKUX
OCHOB JIMCTOHUM, JieueHue 3a00J1eBaHUSI OCTAeTCSl CUMIITOMA-
TUYeCKUM. Tepanusi TMUCTOHMM BKJIIOYAeT TPU HarpaBjeHUS:
MepopajibHble JIEKAPCTBEHHbIE CPENCTBA, OOTYJIMHOTEpanus u
Xupyprudeckoe JiedeHue. [Ipy BeIOOpe METOOUKU YYUTHIBAIOT
BO3pACT MallMeHTa, 3TUOJIOTUIO TUTIEPKUHE3a, PAaCIIPOCTPaHEH-
HOCTb U TSKECTb CUMIITTOMATUKU, BIMSHME Ha MOBCEIHEBHYIO
AKTUBHOCTb M Ka4eCTBO XU3HU [60].

BoryanHoTepanusi OTHOCUTCSI K TepBOI JTMHUU JICUSHUST
JNUCTOHMM OJyiaroiapsi BbICOKOI 3(h(EeKTUBHOCTU M 0€30IMacHO-
CTHU TIO CPaBHEHMIO C APYTUMU MeTogaMu. BriepBhie ee mpume-
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Hui A. Scott B 1977 1. y maniueHTa co crpabusmom. Mcrnonb3osa-
HUe OOTYJOTOKCHMHA IJIsSI TeparleBTUUECKUX IIeJIei TTPOU3BEIO
peBoJoLMIO B JiedeHUU (okanbHOU auctoHun. B 1981
J. Jankovic BriepBbIe BBeJI OOTYJIOTOKCHH MaLIMEHTY ¢ Oedapocnas-
MoM. B 1986 1. 6buTH OITyGIMKOBaHbI Pe3YJIBTaThl IEPBOTO ABOIM-
HOTO CJIETIOTO KOHTPOJUPYEMOTO MCCIIeIOBaHUST OOTYIOTOKCH-
Ha TPU KPaHWOLEPBUKAJIBLHON MUCTOHWU, B YaCTHOCTU TIPU
oedapocnazMe U LepBUKaIbHOI nuctoHuu. B 1989 . Ynpas-
JIEHUWE 0 CAHUTAPHOMY HAJ30py 32 Ka4eCTBOM IHUILEBBIX TTPO-
nyktoB u wMeaukameHToB CIIA (U.S. Food and Drug
Administration, FDA) ono6pujio ucrojb30BaHue 00TYJTOTOKCU-
Ha JUIsl JIeueHus cTpabusma, 6iedapocnazMa U reMudaraib-
HOTO crma3Ma. B mambHeiiiieM B TioKa3aHUsT OBUTM BKITIOUYEHBI
LepBUKaJIIbHASI TUCTOHUSI, CITACTUYHOCTh U APYTHE ABUTATEIIb-
HbIE paccTpoiicTBa [61—64].

BorynuHuyecknii TOKCUH NPOAYyLUPYeTCs aHadpOOHOI Oa-
krepueit Clostridium botulinum, B HacTosiliee BpeMsl U3BECTHO
ceMb ero cepotunoB: A—G. HelpoTOKCUH COCTOUT U3 TSKENoi
(100 kDa) u nerkoit (50 kDa) ueneit, coeqMHEHHbIX TUCYTbGUI-
HBIM MocTUKOM. [Tocie moragaHus B IpeCUHANITUIECKYIO TepPMU-
HaJTb TIPOMCXOIUT IMCCOLIMAIIMS ABYX 1ieneil. Jlerkas menb Hapy-
1IaeT MPOLIECC BHICBOOOXKIEHMS alIeTUIXOJMHA B CUHATITUUECKYIO
11IeJ1b, B pe3yJIbTaTe Yero BOZHUKAET XUMUYECKasl IeHepBallus.

BorynrHuYeckunii TOKCUMH He MIPOHUKAET Yyepe3 TeMaTOH-
nedanryeckuii 6apbep 1 He 0Ka3bIBaeT TOKCUUECKOTO NeCTBUS
[IpY BBEIEHUM HETIOCPEACTBEHHO B TKaHb Mo3ra [65]. OmHu nc-
cJieIoBaTe M yKa3bIBAlOT Ha TMPSIMOE BIMSIHUE OOTYJOTOKCHMHA
Ha [THC myrem aHTeporpagHoro u peTporpagHoro TpaHcropTa
B JOp3ajJibHble W BEeHTPaJbHbIe pora CIIMHHOTO Mo3ra [66, 67],
OJIHAKO JPYTHe CIENATUCThI He TOATBEPKIAIOT NaHHbIE O PeT-
pOTPaTHOM TPAHCIIOPTE TIOCTe BHYTPUMBIIIEYHOTO BBEICHMS
[68]. PaccmarpuBaeTcst BO3MOXKHOCTD Y4acTHsI OOTYIOTOKCHHA
B TIpolleccax HeMpOIIaCTUYHOCTH ITyTeM BO3ACICTBUS HAa MHT-
padys3anbHble MbILLIEYHbIE BOJOKHA: TTOC/IE BBEACHUSI ITpernapaTa
MPOUCXOAUT CHUXEeHUE abdepeHTauu OT MBI 1 UHTUOU -
poBaHUe KJIETOK PeHIIIOyY, YTO TPUBOIUT K CHUKEHUIO aKTUBHO-
cTu aib(a-MOTOHEHPOHOB.

C 2007 . B Poccuu mosiBuICA TIpernapar O0TYTMHUYECKOTO
TOKCHHA BTOPOTO MOKOJIEHUs incobotulinumtoxin A (KCEOMUH).
DPpdexTUBHOCTH U 0€30ITaCHOCTb KCEOMMHA B JICYEHU U KPaHUO-
LIEpBUKAJIbHBIX AUCTOHUI J0OKa3aHa B PaHAOMU3UMPOBAHHBIX
JMBOMHBIX CJIETIBIX TUIAleO0KOHTPOJIUPYEMBIX HMCCISIOBAHUSIX.
Biraromapst BEICOKOM CTeTICHU OYMCTKH B TIpeIapaTe OTCYTCTBYET
TeMarTJTIOTUHUHOBBII KOMILJIEKC, YTO 3HAYMMO CHIDKAET MM-
MYHHYIO Harpy3ky M, COOTBETCTBEHHO, BEPOSITHOCTb Pa3BUTHUS
aJUIEPTUUYECKOM peakKlM 1 UMMYHOPE3UCTEHTHOCTU. Bo3mox-
HOCTb UCITIOJIb30BAHUS TMOKMX MHTEPBAJIOB MEXIAY UHBEKLIMSIMU
TTO3BOJISIET YIUTHIBATh WHAWBUIYaTbHBIE TTOTPEOHOCTH MMAaIlMeH-
ta. Ocobasi TEXHOJIOTUSI M3TOTOBJIEHMs TIperiapaTa TMO3BOJISIET
XpaHUTh W TIEPEBO3UTH €ro IMpU KOMHATHOI Temrieparype, He
oracasichb HapylIeHUsI TeMIIepaTypHOTO peXMMa U CHUXKECHUS
AKTUBHOCTH JIEHCTBYIOLLIETO BellecTBa. KCeOMUH BbIMyCKaeTcs B
no3e 50 u 100 EJI, uyTo upe3BbIYaiftHO YIOOHO JJIsi TOYHOTO MOJI-
0Oopa 103bl Y ALIMEHTOB ¢ KpaHUAIbHOI JUCTOHUEH.

[lepopanbHble TIpenapaThl VT JiedeHUsI CUHApoMa Meii-
JKa TIPUMEHSTIOTCSI, KaK TPaBUJIO, B KaUeCTBE MOIMOJTHUTEIBHOMN
Teparnuu Mpu HeAO0CTaTOUHOM 3 dekTe 6oTyauHoTepanuu. Mc-
MOJIb3YeTCsI HECKOJIbKO TPYIIN MpernapaTtoB: aHTUXOJIUMHEPIuye-
CKUe CpeIcTBa, OSH30IMa3eNUHbI, JIEBOIOMNA, HEUPOJEITUKH,
6J10KaTOPHI TOHAMIUHOBBIX PELIETITOPOB, ATOHUCTHI TaMMa-aMu-
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HOMACJITHBIX PEIENTOPOB M aTUITMYHBIE aHTUIICUXOTHUECKUE
TperapaThbl.

DPdHeKTUBHOCTD JIeUeHUsT STUMU MperapataMy HEBBICO-
Ka, TaHHBIX B MOJIb3Y MPUMEHEHUSI MHOTUX U3 HUX HEIOCTaTOY-
Ho. Haubosiee yacTo MCMONb3YIOT aHTUXOJIMHEPTrUYeCKUe Tpe-
Mapathl U KJIOHa3emnaM Jyis jiedeHus osedapocnazma. OnucaHo
yJIydllleHWe y TaldeHTOB NpU Ha3HAauYeHUU TeTpabeHa3mHa
(26%), tpurexkcudennamia (37%), npenaparos jutus (26%) u
nesoporsl (16%) [17].

[NokazaHusAMU K XUPYPrMUECKOMY JICUCHUIO SIBJSIOTCS
HEYYBCTBUTEJIBHOCTD K TIEPOPaAIbHBIM JIEKAPCTBEHHBIM ITperia-
paTam 1 OOTYJIOTOKCHHY, a TaKXe BBIPAXKEHHOE BIIMSIHWE TH-
MepKUHE3a Ha TTOBCEIHEBHYIO aKTUBHOCTh M KA4€CTBO XXU3HU.
Hcronb3oBaBimecs paHee TaTaMOTOMUSI U TIAJTUIOTOMMUS B Ha-
CTOSIIIee BPEMS BHITECHEHBI HOBBIM METOIOM — TJIyOOKOM CTH-
MyJsiuueit mosra (Deep Brain Stimulation, DBS). Pexe Bbinos-
HSIOT NeprudepruIecKyto TeHepBaluio, MUOSKTOMUIO U ApyTHe
IUIacTUYecKue orepauuu B auieBoit odsactu. B 2003 . FDA
ObLIO OMOOPEHO TMPUMEHEHHUE TIIyOOKO CTUMYJISIIMU MO3Ta.
HHTepec K XupypruaeckKoMy JeUeHUI0 JUCTOHUM pacTeT, OaHA-
KO KOJIMYECTBO TMAIIMEHTOB B MCCJIEAYEeMbIX TPYIIax HEBEJIMKO
U, CJIeA0BATEIbHO, TTOKA HEb3sl IKCTPANOJUPOBATh PE3yJibTa-
ThI Ha TOMYJISILIMIO B IIeJIOM. [JTaBHO MUIIIEHBIO CTUMYJISIIIUN
qalie BCEro SIBJISIeTCS BHYTPEHHUI CETMEHT OJIeIHOTO Imapa.
Briepeie o monoxurensHoMm 3ddekte DBS y mamumenros c
cuHapoMmoM Meiixa coobiiuau D. Muta u coast [69]. B psiie
HCClIeI0BaHM OMmMcaHo yiayuieHue nmocie DBS y manneHToB ¢
LIEPBUKAIbHONW M KpaHUOLEPBUKAIbHOU TUCTOHMEN C HE3Ha-
YUTEJIbHBIM BIIMSTHUEM HEMOCPEACTBEHHO Ha Osedapocrasm.
H.H. Capelle u coaBt. [70] oTMETHUIIN TTOJOXUTENbHBIN 3(PeKT
nByctopoHHeit DBS 6nemHoro mapa y mamydeHTOB ¢ CMHIPO-
MoM Meiika, HO B OTHOIIIEHUH MBIIII TOPTaHU OH OBbLT MUHM-
MaJIbHbIM. B 1pyrom uccienoBaHuU MpoaeMOHCTPUPOBAHO 1O~
CTeIIeHHOE, B Te4eHue 6 Mec, yMEHbILIEH!E BhIPaXKEHHOCTHU 1 -
CTOHUU TIOCJIe MPABOCTOPOHHEN TITyOOKOW CTUMYJISIIIUK OJie]-
Horo mapa [71]. PesyasraTel npumeHeHuss DBS Gosiee 3Haum-
MBI TIpY ITIEPBUYHOI TUCTOHUM, YeM TIPU BTOPUIHOM.

[IpenukTOopamMu XOpoOIIEro OTBETa Ha XMUPYyPrHUUECKoOe Jie-
YeHUE SIBJISIIOTCSI paHHU I BO3pacT BO3HUKHOBEHMS TUCTOHUU, €€
HeOoJIbIIasH JTUTEIbHOCTD, (hpopma DYT1 u He3HauuTeIbHas BbI-
PaXXeHHOCTbh CUMIITOMATUKKU Ha MOMEHT ornepauuu [72—74]. Uc-
TIOJIb30BaHUE TJIYOOKOW CTUMYJISIIMM MO3Ta MOXET BBI3bIBATh
Mo6OYHBIe 3(DGHEKThI, K KOTOPBIM OTHOCSITCSI HAPYLIEHUST peun
(mu3apTpus, nuc@oHusI, 3aMKaHue), TTapecTe3un, Pa3BUTHE TH-
MOKMHE3MH B HE3aTPOHYTHIX TUCTOHMEH YacTsX Tesla, pacCTPOii-
cTBa KoopauHaiuu [75]. Kpome Toro, BO3MOXKHbBI TAKME HeXKeJla-
TeJIbHBIC SIBJICHUs, KaK WHOUIIMPOBaHWEe, HapylleHue paboThI
UMITIAaHTUPYEMOTO T'eHepaTopa, TTOBPeXIeHNe 3IeKTPOIOB.

Takum ob6pa3oM, KpaHHAJIbHAsI AUCTOHUSI — BapMaHT CeT-
MEHTAapHOI IMCTOHWM, Yallle TpeacTaBicHa TMEPBUYHOU WU
UIMonaTuyeckoii Gopmoiti. BropuuHasi KpaHuaibHasi AUCTO-
HMSI, KaK MpaBUJIO, pa3BUBAETCSl BCJIEACTBUE IJTUTEIbHOTO MC-
TTOJIb30BAHUST HEMPOJIETITUKOB WIIM JIOKAJILHOTO TTOBPEKIEHMUS
roJIOBHOTO Mo3ra. I1o coBpeMeHHBIM MPEACTaBICHUSM, B TTaTO-
reHese 3a0o0JieBaHUSI UTPAET POJib HapyllIeHUe BO30YyIMMOCTU
CEHCOMOTOPHOW KOPBI U MEXHEWUPOHAIBHBIX B3aUMOICVCTBUMA.
Haub6onee a3pdeKTUBHBIM 1 0€30IaCHBIM METOIOM JIEYEHUS Y
TaKMX MalUEeHTOB SBJsIETCS OOTYIMHOTEPAIUs C yYETOM €€ BO3-
MOXHOTO ITaTOTeHETHMYECKOTO BO3ICHCTBUS Ha TPOLIECCHl Heli-
POTUTACTUYHOCTH.
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