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baegpapocnasm (BPC) — sapuanm @okanvHoli Qucmonul, nposASIOUUIICS HEeNPOU3BOAbHBIM CHA3MOM GEK C 3aKPbIBAHUEM 2Aa3 U/UAU ¢ YCU-
JNCHHbIM CAMONPOU3BONbHbIM MOpeanuem. Hapsady ¢ dsueamenvubimu cumnmomamu 3mo cOCMOosHUE XAPAKMePUsyemes CeHCOPHbIMU, adpek-
MUBHBIMU U KOSHUMUBHbIMU HapyuieHusmu. Y nayuenmog ¢ bOC evisensaromes usmeneHus 6 0A30AbHbIX eAH2AUSX, MO3MCeUKe, Nepeut-
HbIX/6MOPUMHBIX CEHCOMOMOPHBIX U BU3YANLHBIX 30HAX NO OAHHBIM (YYHKUUOHANBHOLU MACHUMHO-PE30HAHCHOU momoepaguu. Imo momxicem
Ompasicamy 8oeeUeHe YKA3auHbiX obaacmell 6 nooasnerue 0eheKmHo20 08UNCEHUs U CEHCOMOMOPHOU Jesunmeepayuu. bomyaunomepa-
nus — naubonee sghgpexmuenuiii memod newenusi BOC. [Ipeumywecmeom Kceomuna®, komopulii e codepicum KoMNAeKcooopazyrouux oen-
K06 U xapakmepu3syemcs HU3KO0l 6epOsSMHOCHbIO 00pa308anUs AHMUMEN, ABAAeMCS B03MONCHOCHb 6APbUPOSAMb UHMEPEANbl MENHCOY UHBEK -
yusamu. Beposmuo, bomyaunomepanus okazvieaem namoeeHemuueckoe u moougpuyupyroujee deticmsue Ha bOC.
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Benign essential blepharospasm: epidemiology, clinical manifestations, pathophysiology, botulinum toxin therapy
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Blepharospasm (BPS) is a variant of focal dystonia manifested by involuntary eyelid spasms with eye closure and/or increased spontaneous
blinking. Along with motor symptoms, this condition is characterized by sensory, affective, and cognitive disorders. Patients with BPS are found
to have changes in the basal ganglia, cerebellum, primary/secondary sensorimotor and visual areas according to functional magnetic resonance
imaging. This may reflect the involvement of above regions in suppressing defective movement and sensorimotor disintegration. Botulinum toxin
therapy is the most effective treatment for BPS. The advantage of Xeomin® that does not contain complexing proteins, is characterized by a low
probability of antibody production, is the ability to vary between-injection intervals. Probably, botulinum toxin therapy has a pathogenetic and
modifying impact on BPS.

Keywords: dystonia; blepharospasm; sensor tricks; eyelid opening apraxia; photophobia, musculus orbicularis oculi; sensorimotor disintegra-
tion; wink reflex; functional magnetic resonance imaging; botulinum toxin therapy; Incobotulinotoxin A.
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Bredapocnasm (bPC; cuH.: 106pOKaYeCTBEHHBII CCEH- TOHUM HAILM 3HAHUS O HEM 3HAYUTEIbHO PaCIIUPUINCh. YTOU-
LUalIbHBIN OsiehapocnasM, NepBUYHBIN Oiedapocnasm) — Ba- HSIIOTCSI KITMHUYECKUEe OCOOCHHOCTH, MeXaHU3MbI (hOPMUPOBA-
puaHT (POKAIBHOW TUCTOHUM, IIPOSIBIISIIOIIMICS HEMPOU3BOIb- HMSI TUMEPKUHE3a, COBEPILIEHCTBYIOTCS METOAbI jiedeHus [1].
HBIM CITa3MOM BEK C 3aKpbIBAHUEM IJ1a3 U/UJI1 C YCUIEHHBIM Ca- HNmess xpoHudeckoe 3a0ojieBaHUE, COMPOBOXKIAIOIIEECS M-
MOITPOM3BOJIbHBIM MOpranueM. Co BpeMeHH MEPBbIX COBPEMEH- TEJIbHBIM CIIa3MOM KPYTOBOI MBIIIIIBI IJ1a3a, MAlUeHTbl MOTYT
HbIx onucannii BAOC kak JoKanbHOM (HOPMBI MBILIEYHON AMC- ObITb (PYHKIMOHAIBHO CJCIBIMU M HE CIIOCOOHBI BECTU HOP-
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MaJIbHYI0 TIpO(hecCOHATbHYIO U OOIIeCTBEHHYIO XU3HB. [1o-
nojHuTeIbHO BADC coueTtaeTcs ¢ GOJBIINM CIIEKTPOM 3MOIINO-
HaJIbHBIX U TTOBEIEHUYECKUX PACCTPOMCTB [2].

Cynst no kaptune ITutepa bpeiirenss Crapmero, BOC
obu1 u3BecteH emie B XVI B. [1, 3]. Ha 3ape HayuyHOro uzydyeHust
OH CUMTaJcsl TMCUXOIeHHbIM 3abojeBaHueM. Ha ocHoBaHuM
onucanus 21 ciaydas BOC B 1956 . J.W. Xennepconom [5],
a TakkKe COOCTBEHHBIX HabmoaeHuit 39 namueHToB B 1976 . [1]
C.D. Marsden npuiiiesn K BoiBofy, 4To BOC MoXeT ObITh OMTHUM
W3 TIPOSIBJIECHWIT TOPCMOHHOM IWCTOHUM B3POCIBIX U CBS3aH
¢ nucdyHKIMe 6a3abHBIX TAHTJINECB.

dnupemuonorua, dakTopbl pUCKaA

B®C — penkoe 3aboyieBaHne, €ro paclpoCTPaHEHHOCTh
cocrasiisieT oT 16 1o 133 ciayyaeB Ha 1 MIH HaceseHusl. 3a0oJe-
BaHME XapaKTepU3yeTCsl TMITEpKMHE3aMU KPYTrOBOM MBILILIbI
1J1a3 U ApYTUX MepUOpOUTATbHBIX MBIIIIKI [5]. CyliecTByeT rep-
BUYHBIA 1 BropuuHblii BAC, B KIMHUUYECKOI MpaKTUKE Yallle
BcTpevaercs nepBuyHbi BADC. OOGBIYHO OH CIIOPagNYEeCKuid,
3a UCKJIIOUEHMEM CEMEMHBIX MM HACJAEeACTBEHHBIX (opMm [6].
CornacHo 00JIbIIMHCTBY uccienoBannii, BAC sBasercs meHee
pacrpocTpaHeHHBIM, YeM TTIepBUYHAS IIepBUKaIbHAS TUCTOHMS,
xoTs1 B AAnoHun u Utanun HabaonaeTcsi ooOpatHasi TeHACHIIMS
[7]. BOC gamie BcTpeyaeTcst cpeu KEHIIWH B Bo3pacTe oT 50 1o
70 net [8]. Cemelinblii aHamMHe3 oTsiroiueH 1o bAC B 27—-32%
ciydaeB [6, 9]. BOIBIIMHCTBO MAIIMEHTOB OTMEYAIOT TTOJTOOHBIE
CHMIITOMBI Y CBOMX POJICTBEHHUKOB IEPBOIl CTETICHU POJICTBA,
YTO COMIACYeTCsI C TMIOTE30i ayTOCOMHO-IOMUHAHTHOTO Xapa-
KTepa 3aboJyieBaHUsI C HU3KOM TeHeTpaHTHOCThIO [10]. YeTkux
JNAHHBIX 00 3THUYECKOW MpPeapacroioXeHHOCTH HET, OJHaKO
HEKOTOpPbIE MCTOUHUKHU COOOIIAIOT O OoJiee BHICOKOI 3a001eBa-
€MOCTH cpeaiu KaBKazouaos [11].

Houns Bropuunoro bBOC cocrasinsier meHee 10% ot uyucia
BCEX CJIyJaeB; OH BCTpeyYaeTcs IOCJIEe OYaroBOTO ITOPaKeHUS
CTBOJIa MO3ra, Tajamyca, 0a3aJbHbBIX TAHIJIMEB, MO3XKeUKa WA
Jaxke KOPTUKaJIbHOTO ToBpexkaeHus. bBAC Takke MOXET BO3-
HUKaTh TIpu GoJyie3Hu [lapkuHCOHA, MporpeccupyronieM Haab-
SIIEPHOM TTapayinde, TO3[IHeW MucKuHe3nw, Tapainude benna,
IJIa3HOM (hopMe MUACTEHUN WY NP 3a00JIeBaHUSIX, TIPUBOIS-
LIUX K pa3apaXKeHUIo poroBulibl |5, 9].

B®OC nMeeT TeHACHIIMIO K PacpoOCTPpaHEHUIO Ha COCEI-
HUe YacTu Tesa (0OBIYHO B T€YEHHME TMEPBbIX S JIET) yalle, YeM
MpU LIEPBUKAJIBbHOM AUCTOHUN WU TMCTOHUM BEPXHUX KOHEY-
Hocreii [12]. ¥V manmentoB ¢ BAOC MoxeT HabII0IaTHCS TPEMOD
ToJIOBBI WM pyk [13—15].

B onHOM M3 MaciTabHbBIX MCCaeA0BaHUN 0000IIAIOTCS
W pacUIMpPSIIOTCS 3MUAEMUOIOTHICCKIE cBeneHus o 240 mamu-
enrax ¢ BOC [9]. ITo ero pesynsraram, BOC vaiie BcTpedaeTcst
y XKEHIIWH (COOTHOIIEHNE XKEHIIMHBI:MYXIMHBI — 2,8:1), 93%
W3 KOTOPBIX — KaBKazouabl. [TojmosuHa (50%) MMEIOT U30JIMPO-
BaHHbIil BDC, 31% — cunnpom Meiixka, y 4% BDPC coueraetcst
¢ anpakcueit oTKpbiBaHMs BeK. O MpeiiecTByolleil cCBeTo00s13-
HU coobmman 25% MalMeHToB, O IPYTUX 3a00JIeBaHUsX IJ1a3 —
22%. BonbIIMHCTBO 00CIEI0OBAHHBIX HE KYPSIT, HE IPUHUMAIOT
AHTUMUMETUKH WM aHTUTICUXOTUYECKUE MpernapaThl, y HUX OT-
CYTCTBYET OTSTOIIIEHHBII TTepUHATAIbHBIM aHAMHE3 VI Yeper-
HO-MO3roBasi TpaBMa. AccorunpoBanu aebwotr bPC co crpec-
COM, HEMOCPEACTBEHHO MPEIIICCTBOBABIINM TTOSIBICHUIO CUM-
nToMoB, 72% GoabHBIX. Y 32% MalUeHTOB OTMEYEH CeMEMHBII
XapakTep JUCTOHUN Pa3IMYHON JIOKAIU3alMi, HanboJjee 4acTo
otmevaiicss bOC [9].
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[MTo apyrum cBeneHusiM, (dakTopaMHu pHUCKa Pa3BUTHUS
cumiitomMoB BOC MoryT Ciry>kKuTh IMIprUeM TTPOTUBOPBOTHBIX MITH
AHTUTICUXOTHYECKUX ITPeNapaToB, TPaBMbI TOJIOBHI [16]. 1o He-
KOTOPBIM JIaHHBIM, IS MmanueHToB ¢ BDC 610 XapakTepHo
BBICOKOE TTOTpebeHue Kkoderna. OT 24 10 72% GONBHBIX CO00-
1IaI0T 00 OTHOM WJIX HECKOJIBKUX CTPECCOBBIX COOBITUSIX, MPE/I-
LLIECTBYIOIIUX PA3BUTUIO CUMIITOMOB [17].

Dotodobust u 3a601eBaHU IJ1a3 IPEALIECCTBYIOT MOSIBIIE-
o bOC coorBercTBeHHO B 25—57 11 22—50% cayuaes [9, 18].

KnuHHYecKne NpoABneHna

Kimanueckas ¢penomenonorust BOC BkiouaeT Kak MO-
TOPHbIE, TAK U HEMOTOPHbBIE MPOSIBJIEHUSI. MOTOPHbIE CUMITO-
Mbl BbI3BaHbl HEMPOU3BOJbHBIM JBUXEHUEM, BO3HUKAIOUIUM
B OIHOU M3 TpeX (PYyHKIIMOHAIBHO Pa3IMYHbBIX YacTeil KpyroBoi
Mbilbl maza (KMID) — opOurtanbHOI, MpecenTajbHOU WU
npeTap3ajpHOil. B HeOosbLION CcTerneHW B MaTOJOTUYECKUt
MpolLiecc BOBJIEKAETCSI MBILILA, OMyCKAalolllasi BepXHee BeKo. Xa-
pakTepHast MOTOpHast ocobeHHOocTh BDC — KopoTKuit unm yc-
TOWYUBBINA CIIa3M, MIPUBOASIINN K CY>KEHUIO TJIA3HOW 1IEIU WU
3aKPBIBAHUIO BeKa, KOTOPBIN B T€UEHHE HECKOIbKUX MECSIIEB
TIPOTPECCUPYET IO CTEPEOTUITHOTO CUHXPOHHOTO JBYCTOPOHHE-
ro cokpaiieHusd [5]. OmyckaHue OpoBeii 00yCIIOBIEHO aKTUBHO-
CTBIO TIPEVMYIIIECTBEHHO OPOUTATLHON U MpecenTaaIbHOM Top-
it KMT. YactoTta 1 mpoao/KUTEIbHOCTD Clla3Ma MOTYT Baphb-
VpOBaTh MPY BBITOJIHEHUU 3aa4, TPEOYIOIINX MOBBILIEHHOTO
BHUMaHus [11].

B®C mouty UCKITIOYUTETHHO IBYCTOPOHHUM, XOTSI €CTh
HECKOJIBKO COOOILIEHUI O CilydasiX MOHOKYJsIpHOro 3abosieBa-
HUsSI, KOTOPOE B KOHEYHOM WTOTEe CTAHOBUTCSI JBYCTOPOHHUM
B TeUEHUE HECKOJbKUX MecsieB [19].

Anpaxcus noonumanus éexa (AIIB) — eme ogHO pacrpo-
ctpanenHoe miposieienrie bOC. OHa xapakTepusyeTcst BpeMeH-
HOM TTOTepell MPON3BOJIILHOTO OTKPBIBAHUS TJ1a3 TIOCIE Cra3Ma,
HECMOTPST Ha YCTOWUYMBYIO aKTUBHOCThH JIOOHOU MBI [20].
[Mpu couerannu BDC u AIIB Hempou3BoibHOE 3aKphIBaHUE
[J1a3 COMPOBOXIAETCS TPYAHOCTSIMU UX OTKPBIBAHUS U yepxkKa-
HUST OTKPBITBIMU. B 3TOM ciyuae cokpaiieHue KMT BeicTymaet
B POJIM TPUTTEPHOTO (haKTOpa, BbI3bIBasl pacciadJeHue MbILILIbI,
MoJHMMAaloLIei BepxHee Beko [21].

IMaropusuonornyeckue MexaHusmbl AIIB 1o koHia He
u3ydyeHsbl. [1pennonaoxXuTenbHblil «<BUHOBHUK» alpakCUu — aK-
TUBHOCTb TpeTap3ajbHOIl MOPLUU KPYTOBOW MBIIILIBI U/UIU
BPEeMEHHOE HEMPOU3BOJbHOE MHTMOMPOBAHUE MBIIIIIIbI, TTOJHU-
Malolleil BepxHee BEKO, KOTOPOe MPEISITCTBYeT OTKPBIBAHUIO
Beka. BepositHo, AIIB Bo3HuKaeT BclieACTBUE HapylIeHUSs
HaTbIEPHOTO KOHTPOJISI TIPOM3BOJIHHOTO TIOMHSTUS BEK, 3a-
KJTIOYAIONIEeTOCS B aKTUBAIIUY MBITIIIBI, TTOMHUMAIOIIEH BepXHee
BeKO, U mapauieabHoil nHruouiun dbyHkuuu KMIL Ilo nan-
HbIM 3JIEKTpOHelipomuorpaduu O6bL10 ycTaHoBiIeHO, uTo ATIB
MOTYT BBI3bIBaTh CieAyoline (HaKTOpbl: MHTEPMUTTUPYIOLIEE
WJIU TIOCTOSTHHOE TOPMOXEHKE MBILILBI, TOTHUMAIOLIEN BepX-
Hee BEKO, MOCTOSIHHOE COKpalleHHWe MpeTap3aibHON YacTu
KMTI wnu ux couetanue.

Cencopnuui mprox (CT), unu koppueupyrouguii scecm, — X0-
POILIO U3BECTHOE SIBIEHNE, KOTOPOE MOXET YMEHBIIUTH TSIXKECTh
nuctonnu [22, 23]. He y Bcex martuentoB ¢ BAOC CT Bnusitor Ha
WHTEHCUBHOCTbH CIIa3Ma, a MHOTHE MAIIMeHTHl MOTYT He 3HATh 00
ux Hamnuuu [24]. OmmcaHo MHOXKECTBO Pa3TUIHBIX CEHCOPHBIX
MaHEeBpOB; OHUM W3 HamboJee pacrpoOCTPAaHEHHBIX SIBISIETCS
HaJaB/IMBaHWE Ha TMEPUOKYISIPHYI0O U MEepUOPOUTAIBHYIO 00-
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JIaCTh WJIW TIPUKOCHOBeHUWe K Hell [25]. IlpenmosnoxuTesnbHo,
MaIMeHTHl MOTYT BPeMEHHO YMEHbBIIIAaTh CIa3M HaBJICHUEM Ha
MepUOPOUTATILHYIO WJIM BUCOYHO-JIUIIEBYIO 00J1aCcTb, YIIPaBIIss
MPOTIPUOLICTITUBHBIM CEHCOPHBIM BXOIIOM, MOIYJIUPYS CEHCO-
MOTOPHYIO MHTETPALMIO, KOTOPAsi yMEHbLIAET MaTOJOTMYECKUI
nucToHnueckuii orBeT. Cpenu apyrux nogasisomunx bdC ma-
HEBPOB — XXYXCKaHWeE, CBUCT, 3eBaHUE, KallleJb, MOMpaBIeHne
O0YKOB, 3aKpbIBaHUE OAHOTO I1a3a. [1pu 6osee TsKeabIX hopMax
B®C npumensieTcsi cuioBoe BO3AEUCTBUE HA TIEPUOKYJISIPHBIE
Mbiuiier [26]. Bosmoxto, mpu BAOC CT mMoryT ycTpaHSITh Hapy-
IIeHre TEHTPATbHOM 00paboTKU MH(MOPMALIUK U U3MEHSITh He-
COOTBETCTBME MEXIY CEHCOPHBIM BXOIOM U MOTOPHBIM BBIXO-
oM curHaa [25, 26].

Ceemobosznb (pomoghobus;). TepMUH «CBETOOOSI3HB» OIT-
penensiercs K. Digre u K. Brennan [27] kak ceHCOpHOe cOCTOSI-
HMe, TP KOTOPOM CBET BBI3bIBAET TMCKOMMOPT B IJ1a3y WU IO-
JIoBe JIM0O peakiinio u3deraHus 6e3 ssBHOM 00JIu.

B uccaenoBanuu W. Adams u coaBT. [28] npoaeMOHCTpU-
poBaHo, uTo nauueHTbl ¢ BAC nMenu Takyo xe 4yBCTBUTEIb-
HOCTb K CBeTY, KaK MalleHTbl C MUTPEHbIO, HO OTJIUYAJIUCH 10
3TOMY TMOKa3aTesto OT TpyIibl KOHTposs. [Tpu onpoce 316 na-
1uneHToB ¢ BOC 94% coob1MIN O OBBIIIEHHO CBETOYYBCTBU -
TEJILHOCTH; OOBIYHOE OCBEILEHNE BBI3BIBAIO CITa3M MPUMEPHO
B TIOJIOBUHE CJIy9aeB, B TO BpeMs KaK SIPKUIl CBET MPUBOIWIT
K TOYTU MOCTOSSHHOMY 3axMmypuBaHuio [29]. CBeTto0osi3Hb
TpenecTByeT neboTy crasMa y 25% manueHToB, u 10 74%
GOJILHBIX OTMETWIIM OHOBpeMeHHoe TosiBieHne bBPC u cBeTo-
00s13HU [9].

O0cyXaaloTcs KaK MUHUMYM TPU MEXaHW3Ma pa3BUTHUS
¢doropodun. CoracHo epBomy, CBET yepe3 GoTopeLienTOPbI
ceTyaTKM aKTUBMPYET HEUPOHBI TPOMHUYHOIO HepBa CTBOJA
MO3ra, BbI3bIBasl Ba3OAMIATALIMIO U AKTUBALMIO HOLMLIETITO-
poB KpoBeHOCHBIX cocynoB [30, 31]. Bropoii myTs — mpsimas
CBSI3b MEXIY (DOTOCEHCUTUBHBIMU PETUHAIBHBIMU TAHTJINO-
HapHbIMU KieTKaMu (ipRGC) u TamaMuuyecKMMHU CEHCOPHBI-
mu sinpamu [32]. [Ipenmonaraercs, 4To TpeTUil MyTh He 3ameii-
cTByeT 3puTenbHbI HepB, a ipRGCs u/umm ipRGC-nono6-
HBbIe MEJIAaHOTICUH-CcoiepXKalirie HeWpOHBI pamy>kHOI 0007109~
K1 UMeoT addepeHTHBbIe CBSI3M C CUCTEMON TPOMHUYHOTO
HepBa B 00X0J 3puTesibHOro Hepsa [33, 34]. OTKpbITHE BTOPO-
ro MyTH OCOOEHHO BaXKHO I MOHUMaHus cymHocT bDC,
TaK Kak TaJaMmyc SIBJISIETCS 3HAUMMbIM 3BEHOM CEHCOPHOM UH-
Terpalvy M MMeeT OOLIMPHBbIE CBSI3U C COMATOCEHCOPHBIMU
LIEHTPaMU KOPBI.

CBeT000SI3Hb — BTOPOI1 MO 3HAYMMOCTH (TI0CJIE TUCTOHM -
4ecKOoro cra3ma) (paktop, OTpUIIATETbHO BIUSIONINI Ha Kade-
CTBO TOBcemHeBHOU Xu3HU manueHToB ¢ bDC. [Nonumanne
MexaHu3MOB GoTohoOUN BaskKHO JJIST CO3MAaHUSI METOIOB Jiedue-
Husg bOC.

HapymieHust co CTOPOHBI CEHCOPHOI CUCTeMBI (KCKeHUe
U ol1ylleHue nHopoaHoro Tea B riasy, CT, cBeTo00sI3Hb) MOTYT
UMeTh (yHIAMEHTaJbHOEe 3HAYeHHE B MaTOGMU3UOJOTUN TIep-
BUYHOI TMCTOHUU C TIO3THUM HavyajoM. DakTopkl, BbI3bIBAIO-
1LIME MePerpy3Ky CEHCOPHOI CUCTEMBI B OIpeaeeHHOM 00J1aCTh
Tesia, MOTYT OOBSICHUTh BOSHUKHOBEHME TOMOrpaduuecku CBsi-
3aHHOM JIOKAJbHOI TUCTOHMU [7].

[MoMuMO ceHCOpHBIX, HEMOTOPHbBIE MTPOSIBIICHUST BKITIOYA-
0T TICUXWYECKUE PAaCCTPOICTBA, HAPYIIEHUST CHA M KOTHUTUB-
Hble HapyieHus [9].

[ns BOC pa3paboTraH MMarHOCTUIECKUI aJITOPUTM, OC-
HOBaHHBIN Ha KJIMHUYECKUX MPOSBICHUSX 3a00JIeBaHUS: Ha-
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JIMYUU CTEPEOTUITHBIX, IBYCTOPOHHUX M CHHXPOHHBIX CITa3MOB
KMT, uneatndpukanun CT, Hannunu objerdaronmx bDC ¢a-
KTOPOB WJIW, HANlPpOTUB, (PAKTOPOB, YCWIMBAIOIINX MOPTaHUe
[11, 22]. JaHHBIE KPUTEPUHU MUMEIOT UyBCTBUTEIBHOCTh 93%
u creurbuyHoctsh 90%. Paspaborana mikana Tsokectu BOC
(Jankovic Rating Scale, JRS), ocHoBaHHasl Ha 1IECTU KJIUHU-
YEeCKHMX acleKTax, BKJIYas CTeNeHb U TMPOAOJKUTEIbHOCTh
3aKpbIBaHUS BEK, YacTOTy cra3MoB, Haauuue AIIB, Bo3HMK-
HoBeHre bDC Bo BpeMsi m1uchMa U yBEJIMUYEHNE YaCTOTHI MUTa-
Hus [11, 22].

[IpuMeHeHNe KIMHUYECKUX OLICHOYHBIX mKam (JRS,
DyHKIIMOHANIbHAS 1TKaJIa OLICHKH ITOBCEIHEBHOM aKTUBHOCTHU
npu 6aedapocnazme — BSDI) no3Bossier Takxke 0O0bEKTUBU-
3UpOBaTh COCTOSTHUE TalueHTa U 3(POEKTUBHOCTD JICUSHUS
[35, 36].

MaTorenes

IMatorenes B®C g0 cux mop He siceH. Y MNalMeHTOB
¢ BOC, kak 1 py AMCTOHNUM JIIOOO0I IPYroii JTOKaan3alu, Ha-
pylIaeTcsl CEHCOpHasi BpeMEHHash M TMPOCTPaHCTBEHHas MUC-
kpumuHauuys [36, 37]. WccnenoBaHust Ha KUBOTHBIX MOJIEISIX
MMO3BOJISIIOT TIPEATIONOXUTh BKJIAM pa3apaxkKeHUs POTOBUIIBI
U aucPYHKIMM 0a3aTbHBIX TAHIVIMEB, TIPUBOMSIINX K ITOTEpPE
HaTbsIIePHOTO KOHTpOJIs pednekca mopranus mpu bDC [38].

Muzameavnouii pegpaexc. Tlpeamnonaraercsi, 4To BO30yIU-
MOCTh MUTATEIbHOTO peduiekca HaXOMUTCSI TIOJ KOHTPOJIEM PO-
CTPaJbHBIX CTPYKTYP, BKJTIOYast GazaabHbIe TAHTJIMK, W TTATOJIO-
rindecku roBbiieHa mpu bAOC [23]. ¥ nmauunentos ¢ BAC onpe-
NIeJISIeTCs HEIOCTaTOYHOEe MHIMOMPOBaHUE TTOAIOPOTrOBOTO CTH-
MyJia BbI3bIBAHUSI MMTaTEJbHOTO pediiekca, OCOOEHHO Yy TeX,
y KOro He 3(peKTUBHBI KOppUrupyoiiue xectol [39]. Boamox-
Hasl pUYMHA 3TOTO — IMPEAPACIIOIOXKEHHOCTh CYOBEKTOB K HE-
aIanTUBHBIM TJIACTUYCCKMM M3MEHEHUSIM B KOHTpPOJIE BO30Y-
IMMOCTH CTBOJIA MO3Ta, KOTOPhIE MOTYT TPUBECTH K KIMHUYE-
CKU BbIpaKeHHOI nuctonuu [40].

[mepBo30yIMMOCTh MHTEPHEIPOHOB CTBOJIA MO3Ta IO/~
TBEpXXIaeT ycwieHne R2-koMIoHeHTa MUTaTeabHOTO pediiek-
ca. BeIpakeHHOCTB YCUJICHUST KOPPEJIUPYET C MHTEHCUBHOCTHIO
cnadMa [41]. YcraHoBiieHO, 4yTO ycuieHue R2-kKoMmoHeHTa
BCTpeYaeTcsl MpY MbIILIEYHON TUCTOHUM APYroil JIoKaau3aluu
(HampuMmep, LepBUKaabHON) [42, 43]. JlaHHBII (haKT, BEpOSITHO,
OTpaxkaeT OTCYTCTBME TOPMO3HOTO BJAMSIHUS O0a3aJIbHbIX TAHTJIU -
€B B IOHTOMEAYJIIPHOM Kpyre, OTBETCTBEHHOM 3a peduiekc
MOPTaHus MPU JUCTOHUU B LICJIOM.

IIpennonaraercs, uto BAC npencrapniser coboii rumnepak-
TUBHOCTh pe(JIEKTOPHOTO, a He CITOHTAHHOTO MOPTaHUsl, 0CO-
OCHHO MPOBOLIUPYEMOTO CBETOM [44].

Ilcuxozennvuii u 3ccenyuanvuviic BOC u muzameavholii pegh-
aexc. Tlcuxorennsiit BOC cuuTaercss OTHOCUTETHHO PEIKUM
cocrostHueM. B cepuu HaOOeHM I MALIMEHTOB C IICUXOTEHHbI -
MU pacctpoiicTBamu aBvxkeHus (n=131) bBOC unm apyrue ru-
MePKUHE3bI JTUIA COCTAaBIISLIN ToIbKO 0,3% [45]. Cpenu ipoumnx
KOHBEPCHOHHBIX TUITEPKUHE30B nicuxoreHHbId BDC Berpeva-
cs1y 2—7% nauuenTtos [46]. Takue pa3auuus B pacpoCTpaHeH-
HOCTU 00YCJIOBJIEHBI CJIOXKHOCTBIO KIIMHUYECKOM nuddepeHLm -
auMy UCTUHHOro u rncuxoreHHoro BMC. B wucciemoBaHuu
P. Schwingenschuh u coast. [47] 22% Bcex naiueHtoB ¢ bOC
VMeJIM HeTUITMYHBIC YePThl U KIIMHUYECKUE TTPU3HAKU, ITO3BO-
JISTIOLIME 3aIlIO0I03PUTh TICMXOTEHHOE PACCTPOUMCTBO JABUKCHUS.
OnHako y 7 U3 9 MaiyeHTOB YPOBEHb JUArHOCTUYECKOM JOCTO-
BEPHOCTU PACIIEHUBAJICS KaK «BO3MOXHO TICUXOTEHHBI».
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CylecTByeT HEMHOTO KIIMHUYECKUX TPU3HAKOB, TIO3BO-
JITIOIINX OTIMYUTE HeTUTTMIHBIH BDC 0T MICTUHHOTO TUCTOHU-
yeckoro. K Hanbojee 3HAYMMBIM KIMHUYECKUM OCOOEHHOCTSIM
B®C rcuxoreHHOro xapakrepa MOXHO OTHECTHM BHE3aITHOCTh
Havyasia 3aboseBaHusi. OTBET Ha MHBEKIUU OOTYJIMHUYECKOTO
TOKCHUHA MOXET OBbITh MOJOXUTEIbHbBIM JUILIb OTYACTHU.

Metonom nuddepeHIMaluu MOXET CIYKUTh MUTATEIb-
HbI pedrekc. Yeunenne R2-kommnoHeHTa pediiekca MUTAHUST
OTMEYaeTCsl TOJbKO Y IallMeHTOB C 3cceHUuanbHbiM BDC.
VY MmanmeHTOB ¢ aTUMUYHBIM (TIPEATONOXUTEIbHO TICUXOTEH-
HbIM) BOC kpusasg R2 He MeHsteTcs. [1aTomornueckuii MHACKC
R2 moszBonsier nneHTUOUITMPOBATH MAIMEHTOB C KIMHUYECKU
turnaHbIM BOC co cnienmduanocteio 90% 1 9yBCTBUTETHHO-
ctbio 100% [48].

HeiipoBu3yanusauud

IMauuenTsl ¢ BOC neMOHCTPpUPYIOT U3MEHEHUS B 6a3ab-
HBIX TaHIJIMSIX, MO3XEUKe, MEepBUYHON/BTOPUYHON CEHCOMO-
TOPHBIX U BU3yaJTbHBIX 30HAX MO TaHHBIM QYHKUUOHAALHOU Mae-
HUMHO-DPe30HAHCHOU momozpaguu. ITO MOXET OTpaKaTh BOBJIE-
YeHue yKa3aHHbIX 00JacTell B mogaBieHue 1e)eKTHOTO JBUXKe-
HUST U CEHCOMOTOPHOM Ie3MHTETpaluu.

B wuccnemoBaHUsAX C TIPUMEHEHUEM B0KCeAbHOU MOpgho-
mempuu (voxel-based morphometriy, VBM) yctaHOBI€HO yBeTH-
YyeHKe 00beMa Ceporo BellecTBa XBOCTATOrO SApa U MO3XEUYKa
¢ 00erx CTOPOH B COYETAHWU C YMEHBIIIEHNEeM CKOPJIYITBI U Ta-
JlaMyca, a Takxke OOHapyXeHO IBYCTOPOHHEE M3MEHEHHUE TOJI-
IIMHBI CEHCOMOTOPHOI KOPHI 10 CPaBHEHUIO ¢ reMubalaib-
HBIM criazmoM [49].

IMatodusuonoruss BADC cBsg3aHa ¢ U3MEHEHUSIMHU B Tep-
BUYHOI MOTOpPHOI Kope. B yacTHOCTH, ObLJIO OMMCAHO YMEHb-
ILIEHUE CEPOro BEIIEeCTBA IEPBUYHON MOTOPHOW U MPEMOTOP-
HOIi KOPBI, OTBevarolei 3a oonacts muna, npu bOC [50]. [Tpe-
MOTOpHAsI KOpa HamMpsIMyl0 Y4acTBYeT B KOHTpOJIE HETPOU3-
BOJIbHBIX ABMKeHUI [51]. CTpyKTYpHBIC MI3BMEHEHMS B 3TUX 00-
JIACTSIX MOTYT OBITH CBSI3aHBI C MI3MEHEHMEM IIpoliecca MHUIA-
IIMY HEeTIPOU3BOJIBHOTO BUKEHUS W afalTallii K HOBOMY T0-
pSIIKY ABVKeHU [52].

VYV maumentoB ¢ B®C 6butn oOHapyXKeHbl CHIKEHHE
dpaxuuonnoil anuzomponuu B J€BOM KPAaCHOM SIIpE U B MPaBOM
OJIeIHOM I11ape W yBEJIUYEHME €€ B CyOTaTaMUYeCKOM SIIpe Mo
CpaBHEHUIO ¢ KOHTposieM. CTUMYJISILIMSI KPACHOTO siipa Ha XU-
BOTHBIX MOJIEJISIX BbI3bIBaJla peakliMio MOPraHus U Oblia uccie-
noBaHa B KauectBe Mozaean BMDC nHa xuBoTHBIX [53]. [Tockonb-
Ky KpacHOE sIIpO SIBJISIETCSI KITIOUEBBIM 3BEHOM B Tepefayue MH-
dopManu OT MO3KEUKa, PACTYIIMI 00beM HAYIHBIX 3HAHUN
TIOATBEPKAAET KITIOUEBYIO MAaTOMU3NOIOTUIECKYIO POJb MO3-
JKEUKOBO-TAJIaMO-KOPTUKATBHBIX CETE TIPU TUCTOHWH.

[MprurHa usmeHeHust nub@y3uu B 6a3aibHbIX TAHTIUSX,
CTBOJIE MO3Ta M MO3Xkeuke y narueHToB ¢ bBOC u 1epBuKaib-
HOU AUCTOHMEW He n3BecTHa. OTHUM 13 BO3MOXKHBIX OOBSICHE-
HUI sIBJISIETCS M3MEHEeHUe MOP(MOJIOrMu KJIeTOK B CTPYKTypax
Ceporo BelllecTBa MO3ra M3-3a TMIIEPAKTUBHOCTU HEWPOHOB
(BcaencTBUe MOTepU MHIMOMPOBAHUS) U/WUM MATOJOTMYECKOM
HelporutacTUuHOCTH [54—56]. JApyroe Bo3MOKHOE O0BSICHEHNE
MUKPOCTPYKTYPHBIX U3MEHEHUI — HAKOIIEHUE Kese3a, KOTO-
poe BIMSIET Ha T0Ka3aTeIM aHW30TPONIUU dughghysuonnoli mem-
30PHOU MACHUMHO-PE30HAHCHOU momoepaguu 1 Ko3GPUIIMEHT
nuddysuu [57]. [pu BOC u nepBrUKaIbHON TUCTOHUUA TOMEO-
cTa3 keje3a MOXKeT ObITh PeTUOHAPHO U3MEHEH MaTohU3n0I0-
TUYECKUM TIPOIECCOM HEWPOIUIACTUYHOCTH U TUIEPAKTUBHO-
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CTU HEWPOHOB 13-3a MOTepU HOPMATBHBIX WHTUOUPYIOIINX Me-
XaHU3MOB.

CHUXXeHUEe Mmemabdoausma 2a10K03bt B 3pUTEIbHON (0CO-
GEHHO 3a/IHEi ) KOpe, MOXeT OTpaxkaTh (YHKIIMOHATBHYIO ITOTe-
po 3penust y nauueHToB ¢ BAOC. OOBIYHO y TaKMX MAllMEHTOB
yacTOTa MUTaHUs YBEJUUYMBAETCS, a B TSKEJIBIX CJydasix MUra-
HME MOJABSETCS Ype3MEPHBIM HEMPOU3BOJbHBIM 3aKpPbIBAHU -
€M BEK, YTO BJICUET 3a COO0I HEOCTATOUHYIO CTUMYJISILIMIO 3pH-
TEJbHOI KOPHI ¥ CHIDKEHHME MeTabOoIM3Ma IIII0KO3bI [58].

botynuHoTepanus

Eure B 1998 . R.L. Anderson u coaBr. [59] obHapyxwim,
YTO UHBEKUUU OOTyIMHUYecKoro TokcuHa tuna A (BTA) ag-
dbexTrBHbI y 86% mannentoB ¢ BAOC. YcraHOBIEHO, YTO BBEIE-
Hue BTA B KMI' u Mbliibl MexOpoBbsl sIBIsIeTCSl Haubosiee
addexTuBHBIM cpeacTBoM siedeHust BADC [35]. Cuuraetcs, 4to
WHBEKIMS B TipeTap3aibHylo yacth KMI' ocobeHHO BaxkHa ISt
xopoliero pesyiasrata. M. Aramideh u coaBst. [60] mokasanu,
4YTO KOMOMHMPOBAHHBIE MpeTap3ajbHble U OPOUTATIbHbIE UHD-
ekunu BTA MoOryT mpuBecTH K yCUJIEHMIO OTBETa Ha JieUeHUe
BTA mo cpaBHEHMIO C OMTHUMHU TOJBKO OPOUTATLHBIMU UHBEK-
uusmMu. Coo0IIanoch Takxke, YTO TpeTap3albHble WHBEKIINT
BTA addexkTuBHBI TpH JJeueHNH TTanieHToB ¢ BAC, y KOTOpHIX
He Ha0JoaeTcsl yayqiieHns TPy yBeTUIeHUN 1036l CTAHIAPT-
HBIX MMOJKOXHBIX OPOUTAIbHBIX MHBEKIINI [61]. ABTOpBI OOHA-
PYXWIN, YTO TPU WHBEKIUSIX B TIPETap3aJbHYIO YacTh O0IIast
HeobOxonumas no3a bTA MoxeT ObITh cHUXXeHa. [1pu npsiMom
CPaBHUTEIBHOM MCCCIOBAHUM MEXIy MHBEKIIUSIMU B ITpeTap-
3aJbHYI0 M TipecenTaibHyto yacti KMI npu neuyenun BDC
1 reMudanraibHOTO cra3mMa OTMEYeHO, YTO Y MpeTap3ajbHbIX
WHBEKUUI BBIPAXEHHOCTb U JUIUTEJbHOCTh OTBETA 3HAYUTEIb-
HO BbIIIIe [62].

B HacTost1iee BpeMsi CyliecTByeT Tpu Haubojiee U3yd4eH-
HBIX ¥ OIOOPEHHBIX YIIpaBIeHNEM 110 CAHUTAPHOMY HaI30py 3a
KauyeCcTBOM THUIIEBHIX TPoayKToB 1 MeankameHToB CILIA (Food
and Drug Administration, FDA) mnpenapara bTA:
IncobotulinumtoxinA, AbobotulinumtoxinA n Onabotulinum-
toxinA. Bce oHM UMEIOT OITHY ¥ TY e aKTUBHYIO MOJIEKYJTY Heii-
poTtokcuHa. [lpomyKThl paznuyaloTcsi MpoleaypaMyd OYMCTKU
Y HUTMYMEM WU OTCYTCTBUEM BCIIOMOTraTebHbIX OenKoB. Kiu-
HMYECKME MCTBITAaHUS HE TMOKa3ajy CYLIECTBEHHBIX pa3IuuMii
B TEPaneBTUYECKOM OTBETE WJIM MPONOIKUTENbHOCTU 3 dexTa
Cpely TpeX TOKCMHOB TUTa A MPY UCTOIb30BAHUN COOTBETCTBY-
0L 9KBUBAJIEHTHOM 1036l [63].

Borynuanyeckuit Tokcun Kceomun® (Incobotulinum-
toxinA) — niepBblii BTA, KOTOpBIit HE COAEPXKUT KOMILIEKCO00-
pasyiomunx OelKOB U, KaK CJIeACTBUE, UMEEeT HU3KYIO BEpOSIT-
HOCTh O0Opa3oBaHUsI aHTWUTEeN. Ellle OMHWM TPEerMYIIeCTBOM
NMAHHOTO TIperapaTa SIBJSIeTCsl COXpaHeHUe CTaOMITBbHOCTU TIPU
KOMHATHOU TeMIiepaType, YTO YITPOIIAeT YCIOBUST TPAHCITOPTH -
POBKU U XpaHEHMUsI Mpernaparta [64].

DddexktuBHOCTh Kceommnna® npu neuenun bOC u tep-
BUKQJIbHOW  JUCTOHUM  MKCCJIENOBajJacb HEOIHOKPATHO.
D. Dressler [65] 06006111 MupoBoii onbIT IpuMeHeHus Kceo-
MMHa MPpU KpaHUOLIEPBUKAJIBLHOM AUCTOHUHU 3a 5 jieT. B 0630pe
yKa3bIBaeTcsl, 4yTo ero 3(p@eKTUBHOCTL ObLIa IMOATBEpPKICHA
B KPYIHBIX PAaHIOMU3MPOBAHHBIX ABOWHBIX CJETBIX TUIAle00-
KOHTPONMPYEMBIX McclenoBaHusx. Hapsimy ¢ comoctaBUMbIMU
¢ borokcom® (OnabotulinumtoxinA) yse4eOHbIMU 3hdheKTamMu,
MEPEeHOCUMOCTBIO U TIPOIOJIKUTETHbHOCTHIO NEUCTBUSI, B CUITY
cBoell Majioil MoJiekynspHoit Maceol (150 x/la) u oTcyTcTBUS
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KOMILIeKca 0eJTKOB HeTOKCUYHOM vyactu, KceoMuH® neMOHCT-
pupyeT aHaJTornyHblii BoTokcy® ypoBeHb auddysun [65].

Hecmotps Ha Bbicokyto adbdextruBHOCTE BTA B eueHun
B®C, takke ycraHoBIeHO, uTO Y 13% pecroHaeHTOB 3(hdeKT
nutcst MeHee 4 Hen [59]. [ToaTomy ObLIO MPEANPUHSTO UCCIe-
JIOBaHWE, B JAu3aliHe KOTOpPOro Oblaa IMpemrycMOTpeHa OlleHKa
apdekTuBHOCTH U mepeHocumoct KceommuHa® mpu BDC
C TMOKMM TparKOM YaCTOThI MHBEKIMI [66]. [ToBTOpHBIE NHB-
exkunn KceomuHa®, BBeneHHOro ¢ uHTepBajgamu ot 6 10 20 Hex
B COOTBETCTBUM C TOTPEOHOCTSIMU TALMEHTOB, 00CCTICUMIIN
CTOIKYI0 3(PpheKTUBHOCTH JieueHMsI. Hanbosaee yacTeiMu T10-
6ouHbIMM 3ddekTamMu ObiTH TITo3 Beka (31,4%) u cyxoii riia3
(17,6%). TIpu yKOpOUYECHUU UHTEPBAIa MEXIY MHBCKLIUSIMU ME-
Hee yeM J0 12 Hem JacToTa HeXeJaTeJIbHBIX SIBICHUN W TUTP
HEUTPaTU3YIOIINX aHTUTENI B KPOBM He Bo3dpactanu [66]. Emie
OJTHO MCCJIeIoBaHWe TIOATBEPXKIACT 3TH XKe TaHHBIE ¥ COMEPKUT
pPEKOMEHAAIMU, MO3BOJSIIOIINE MPOBECTH MOBTOPHYIO MHBEK-
LMo paHee 12 Henm, eciau Je4yeOHbIH 3(DhEKT 3aKOHUYMICS,
He oracasicb BTOPUYHON pe3UCTEHTHOCTH [67].

B pesynsraTte 6osiee paHHUX PaHAOMM3UPOBAHHBIX KOHT-
posmpyeMbIx uccienoBanuii B 2013 . Ha OCHOBE (DaKTUIECKUX
JTAHHBIX OBLT OTIpeieSieH YPOBEHb A peKOMEHIALINY TS JICUCHUST
B®C ¢ nomomsio IncobotulinumtoxinA u OnabotulinumtoxinA
[68], 4TO OTMEHSUIO MPEIBIAYILYIO PEKOMEHAALINIO YPOBHS B 115t
OOTYJIMHUYECKUX HEMPOTOKCHHOB IIpH Oiiepapociiasme [69].
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TakuM 00pa3zoM, KIMHUYECKUE CUMITTOMAaTUYeCKre 3¢-
¢extor BTA (B Tom uucie KceomuHa®) abCcoIIOTHO JOKa3aHBb,
YTO MO3BOJISIET 0OKA3bIBAaTh MTOMOIIb MamreHTaM ¢ bPC ¢ xopo-
LIei TIEPEHOCUMOCTBIO M 6€30IMaCHOCThIO.

WUzyuenue sdppexkroB BTA npuseno wuccienoBarencii
K notrpebHocTu aHanu3a BausHusi BTA Ha marogusunonornye-
CcKHue mpouecchl GOpMUPOBAHUST IUCTOHUYECKOTO TUMEPKUHE-
3a. be3ycioBHO, TOUHbIE (DYHKIIMOHAIbHBIC U CTPYKTYpPHBIE 13-
MEHEHUSI, KOTOPbIE MTPOUCXOIAT HApsIy C YJIydIIeHUEM CHM-
nromoB nocse Tepanuu bTA, noka He sicHbl. B TO Xe Bpems uc-
CJeIOBaHUSI ¢ TIPUMEHEHUEM TpaHCKpPaHWAJbHOW MarHUTHOM
CTUMYJISIIIAN TTOKA3bIBAIOT, YTO JOJTOCPOYHBIN ITOTCHIINAI ACHi-
CTBHUSI, YBEJIMUCHHBIN Y manneHToB ¢ BAC (mpu3HaK MmaToJoru-
YeCKOI HEMPOTUTACTUYHOCTH ), BOCCTAHABIMBACTCS TTOCIIE Jieue-
nust BTA [70]. ITocne 6oTynuHoTepanuu mamueHTs ¢ BOC ne-
MOHCTPHUPYIOT YMEHbIIIEHNE 00beMa MTaTOJIOTMUECKN THIIEPTPO-
(bupoBaHHOI1 BcaeACTBUE AMCTOHUU CEHCOMOTOPHOM KOPHI (J1e-
BOIl HMXKHEM BUCOYHOI, JIEBOI MPEeMOTOPHOM, MpaBoii JOOHO-
pPOCTpajibHOI M TIEPBUYHOI MOTOpPHOI Kophl) [71, 72]. Beposit-
Ho, ucnojb3oBanre BTA npu BDOC, Hapsay ¢ KIMHUYECKUM
yAy4IIeHEeM, HOPMaIU3yeT peCTPYKTYPUPOBaHHbBIM MH(MOPMa-
LIMOHHBIN TTOTOK 4epe3 KOPTUKO-KOPTUKAIbHBIE W TaHTJINO-
KOPTUKAJIbHBIE CBSI3M, UTO TTO3BOJISICT TIPEIITOIOXKUTD MOIU(DU-
LIMPYIOIIME W TaToreHeThYecKre 3(PGEKThl OOTYITMHOTEPATUN
nipu BOC u TpebyeT naabHENIIero N3yIeHusl.
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