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Cundpom pueudnoeo 4enoseka — pedkoe cnopaluyeckoe 3a00aeeanue UeHmMpAAbHOU HePeHOU CUCMeMbl ¢ Heu3BecmHoll smuonoeueil. B
cmambve npedcmagneHo ONUCAHUEe NAYUEHMKU ¢ CUHOPOMOM PURUOHO20 HeA08eKa, NPOAGASIOUUMCS PUSUOHOCMbIO AKCUANbHOU MYCKYAANTY bl
6 COUeMAHUU ¢ MO3MCCUKOBLIMU U 21a3008UamenbHbIMU HapyuleHuamY. Boiseneno nogoluenue mumpoe anmumen K O0ekapOoKcunaze
2AYMAMUHOBOU KUCAOMbL, NPU INEKMPOMUOSPAPUHECKOM UCCAe008aHUL 0OHAPYICEHA NOBbIUEHHAS AKMUBHOCHb AKCUAAbHbIX MbLULY 8
nokoe. Ilpu snexmpogopemuueckom ucciredoganuu 6eakos GUORMAMAa MbluUbl 6nepeble NOKA3AHA 0eCMPYKUUS MUMUHA U  HeOyIuHa,

onpedeﬂﬂiomux anacmuuecKue ceolicmea Muliie4HolU MKAaHU.

KotoueBbie ci10Ba: CUHIPOM PUTHIHOTO YeNOBEKA, [MA30BUTaTeIbHbIE K MO3KEUKOBbIE HAPYILIEHWS, aHTHTeIA K IeKapOoKcKIase
TIIYTAMUHOBOM KMUCIIOTBI, TATHH, HEOYIHH.

uHIpoM puruaHoro yenoseka (CPY) — 3abonesa-

HUe LeHTpaabHOi HepBHOI cuctembl (ITHC), xa-

paKTepu3yoleecs MporpecCUpyromieil pUruaHoc-

TBIO M 00JI€3HEHHBIMI MBIIIEYHBIME CITA3MaMH aK-

CHAJIbHON MYCKYJIATyphl U TIPOKCUMAITBHBIX TPYIIIT
MBI TIPY MHTAKTHOCTY AMCTaJbHBIX TPYIIIT MBIIILI, CBSI3aH-
HOE C TUTEPAKTUBHOCTBIO IBUTATENBHBIX CAWHHUIL. TepMUH
"stiff-man syndrome" BBeJeH BriepBbie B 1956 I aMepuKaHCKU-
mu HeBposnoramu EP. Moersch 1 H.W. Woltman, onucabiiu-
MU 14 TallMeHTOB, CTPadaBIINX HAMTPSIKEHIEM W PUTHIHOCTHIO
aKCUabHOM MycKynaTypsl [37]. BrocnencTsum Ob1I10 yCTaHOB-
JeHo, yto CPY ¢ omuMHaKoBO#l yacTOTON BCTpevyaeTcsl Cpeau
MYXUMH W 3KCHIIWH, B CBSI3M C YeM TEPMIH OBLT 3aMEHEH Ha
"stiff-person syndrome”. B 1966 r. R.Young BbLiBMHYJI Ipeano-
JIoXKeHue 00 ayTOMMMYHHOIi Tipupose 3aboseBaHus [48]. AH-
THUTENIa BHIPA0ATHIBAIOTCS TIPOTUB JeKApOOKCUIIA3hl TIyTaMuU-
HoBoii kuciotel (JAI'K) — depmeHTa, MeTabOMM3MPYIOIIETO
[JYTaMUHOBYIO KMCJIOTY A0 Y-aMUHOMACISHON KHCJIOTHI
(TAMK) — omHOro M3 OCHOBHBIX TOPMO3HBIX MEIUATOPOB
LHHC.

Antutena k. JAT'K soigsisiorest B 60-80% ciyuaes CPY [30,
31]. C 1996 roma B nmuTepatype 00CyKmaeTcs pojib aHTHUTENT K
OTK B ciayuasx CPY ¢ Mo3Xe4uKOoBOM CUMITOMATUKOM [25, 36,
40]. OnuchIBaIOTCS IIa30IBUraTeIbHBIC PACCTPOICTBA MpPU

CPUY, Takxe NpeanonoXuTeTbHO CBI3aHHbIE C HATUUMEM aH-
tuten k JATK [10, 23].

IpencraBnsgem cobcTBeHHOe HabmoaeHne CPY ¢ rmaszonsura-
TeJbHBIMU ¥ MO3KEUKOBBIMU HApPYLIEHUSIMU.

Kinimueckoe Ha0moeHne | pe3yabTaThl CeNHAIbHbIX
HCCIe0BAHMI

bonbhag I, 49 net, moctynuna B KIMHUKY ¢ XKano0aMy Ha Ha-
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MpsDKeHWE W CKOBAaHHOCTb B MbINILIAX ILIEW, CIMHBI, Oeaep;
JIBOEHUE TTPEAMETOB B BEPTUKAJIBHOW TUIOCKOCTH; HEYCTONYM-
BOCTb IPU X0Ib0E; HEYETKOCTh PEYn.

W3 anaMHe3a 3BeCTHO, YTO MPUMEPHO 3a [1Ba O/ IO TOTO IT0-
SIBUJINCHh TIPEXOMSIINE SIMM30IbI HATIPSDKEHUST M CKOBAHHOCTHU
B MBIILIIAX IIEH, PACIIPOCTPAHSIBIINECS HA MBIIILBI CIIMHBI U
oenep. [MomoOHBIE 3MU30bI BOZHUKAIN MPU XOAb0E, TUITUCDH
HECKOJIbKO MUHYT, PerpecCHpOBaIN caMOCTOsATebHO. TTocTe-
MEHHO MX JUTMTEIbHOCTh U BRIPAKEHHOCTh HapacTald, Harpsi-
SKEHNE Y CKOBAHHOCTD B MBIIIIIAX IIEW ¥ TYJTOBUIIA CTAJH TT0-
CTOSTHHBIMH, UTO ITPUBEJIO K 3aTPYIHEHUIO TIPH MOABEME C KPO-
BaTH U3 TIOJIOKEHMS JIeKa Ha CIIUHE, CTAJI0 TPYIHO MOAHMMATh-
Csl M CIyCKaThes 110 JiecTHHIe. OTMEYaNnch obImast yromsie-
MOCTb W TIOTJIMBOCTb, YCUIMBAIONIMECS TPH (U3NUECKUX U
SMOLIMOHAIBHBIX HAIPY3KaXx.

OHOBPEMEHHO € 3MU30aMK HATIPSDKEHUSI MBILILL TIOSIBUITUChH
HEYCTOMYMBOCTb M TIOIIATBIBAHME ITPU XOIb0E, KOTOPHIE TIOCTe-
MEHHO IIPOTPECCUPOBAJIN, YTO IPUBEIIO K 3HAYUTEILHOMY CHU-
>KEHMIO TTIOBCEIHEBHOM akTMBHOCTU. [lanmeHTKa Takxe obpa-
THUJIa BHUMaHNe Ha 3aMeJIEHHOCTb PEYH, 8 HEKOTOPHIE 3BYKU 1
CJI0Ba IIPOM3HOCKIIA C TPYAOM. B 9710 e BpeMst osIBIIOCH 1BO-
€HME B BEPTUKAJIBHON IJIOCKOCTU MPY B3IJISIIE MPSIMO 1 BBEPX,
KOTOpPOE MCYe3aio TpH 3aKpbIBAHUM OHOTO TJia3a.

HacnencrBeHHbIIl aHaMHE3 110 MATEPUHCKOIA IMHUU OTSTOILEH
M0 CEpIEeYHO-COCYIUCThIM 3aboneBaHusiM. Co CTOPOHBI OTIIA
HACNeACTBEHHOCTh Heu3BecTHa. [lalmeHTKa uMeeT IBYX 3/10-
POBBIX ouepeit 22 u 27 JeT.

Hesponoeuueckuii cmamyc. BBISIBISETCSI pa3HOCTOSTHME TJa3-
HBIX SI0JT0K 110 BEPTHKAJIM TIPHU B3IJISIIE TIPSIMO, 3aMETIEHHOCTh
BEPTUKATbHBIX U TOPU3OHTAIbHBIX cakkal. O0beM ABMKEHUI
TJIa3HBIX SI0JIOK OTPAaHMYEH 3a CUET HEIOBEICHNUS TIPABOTO TJ1a3-
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HOro 510;10Ka BBepX. OTMeuaeTcsl OTKJIOHEHHUE JIEBOTO IIa3HO-
T0 s10;10Ka KHApYX| MpH B3IJIsiie BBepX. HapyieHne KoHBep-
TCHIIMH 3a CUET OTCTABaHMS JIeBOro ra3a. [1pu nBrKeHuM T1a3
BO3HMKAET BEPTUKAIbHBIN HUCTaIM, aMILIUTYIa KOTOPOTO yBe-
JIMYMBAETCS TIPK B3IJIsAIe BBEPX. [JIOTOYHBIE pedhieKChl — K-
Bble, cUMMeTpUuHBIe. OTMeUaeTcsl X0OOTKOBBII pediieKc, BhI-
3bIBAHUE KOTOPOTO COIMPOBOXIAETCS Pa3TMOaHUEM TOJIOBBI
(perpakioHHbI pediiekc). Tooc MpUTIyIIEeHHBIH, YMEpeH-
HBII Ae(heKT apTUKY/ISINHI (IU3apTpOoPOHIS).

BrIgBIsIIOTCS CKONMMO3, TUICYX TPHUITOAHATHI, IIpaBoe ILIEUO
BBILIIE JIEBOTO, HAMpsDKEHUE MapaBepTeOpaJbHBIX MBIIIIL,
MBIIIII 1IeH, XUBOTA, Oeep, HAKIOH KopIyca Brepea. Buipa-
>KEHHBII TIOSICHUYHBIN TUIIEPIOPI03, COXPAHSIOMIMICS B TI0-
JIOXXCHUU JIeXa — MEXIY MOSICHUYHBIM OTIAEJIOM TTO3BOHOYHU-
Ka M KYLIETKOW CBOOOIHO MPOXOAUT pyKa. M3-3a HampstkeHust
MBIIIII CIIHBI TTAIEHTKA He MOXKET BCTATh U3 TIONOKEHMS Jie-
Ka Ha CIIMHE, BCTAeT U3 TOJIOXKEeHMsI Ha OOKY MPU MOMOIIH PYK.

Cuna BO Bcex Ipymmax MbIii coxpaHeHa. CyXOXuIbHbIE pe-
(bITeKCHI BBI3BIBAIOTCS C pacIIMpeHneM pedIeKCOTeHHBIX 30H,
Oospire crmpaBa. [laTtomormyeckux NMUpaMHUIHBIX PedICKCOB
HeT. Ilpu BbI3bIBaHUM peduiekca ¢ KJIIOUYUIbl OTMEYaeTcs
CTapTII-peakiys B BUE B3AParMBAHUS U TOATATUBAHUS HOT K
TysoBuIy. [IoBepXHOCTHAS U TTy0OKas YyBCTBUTEIBHOCTD HE
n3MeHeHbl. Ha nerkoe 6oseBoe pasapakeHue KOXu Jula BO3-
HUKaeT peaklus B BUAe pa3rnOaHus TooBbl. [IMHAMUYeCKIe
KOOPAMHATOPHBIC TIPOOHI BHITIOIHSIET YIOBICTBOPUTEIbHO. B
npode Pombepra momarbiBaeTcs B cTopoHbl. [1pu xoanoe Bo3-
HUKaeT HAaKJIOH TYJIOBHUINA BIIEpel, OTCYTCTBYIOT COIPYXECT-
BeHHBIC IBIKCHMS YK, 0a3a IMara pacIIMpeHa, OTMEYaeTCs
nouraTbiBaHue. Xoab0a Mo MpsiMOii TMHUM MPU YMEHbIICHUU
TJI0ILAAM OTOpHI (TaHAeMHas Xoan0a) HeBo3MoXHa. CTosiHUe
Ha OTHOI HOTE€ HEBO3MOXKHO JaXe MpPU HAJIUYUK OIIOPHI IS
pyk. [Tpu ManeiieM HanmpsKeHUU MOSIBASIETCS TUTIEPTUIPO3 B
00JTaCTH JINIIA, TIOMMBIIIEYHBIX IMOK. HapyIieHuii KOTHUTHB-
HBIX (DYHKIIMIA He BBISBICHO.

JlabopamopHsie u uHcmpymenmanvHole Memoos! uccaedosanus. B
o01IeM ¥ OMOXMMUYECKOM aHaIu3ax KPOBU, aHAIU3aX MOYM,
TIPY UCCIIEIOBAHUY TUPEOUTHBIX TOPMOHOB MATOJIOTHH HE BbI-
aBneHo. MccenoBaHue rImKeMUIecKoro mpouist 00HapyKu-
JIO TIOBBILIIEHKE YPOBHS TI0KO3bI (10 10,0 MMosb/x1). O0Immii
aHanu3 uepedpocnuHanbHoi xunkoctu (L[CXK) 6e3 marono-
ruu. Conmepxanue ummyHornooynmuHos A, M, G B ICXK — B
HopMe. (M3-3a BbIpakeHHOTO MOSICHUYHOIO TUIepaopao3a
00BIYHOE TIPOBEEHNE JTIOMOATBHO TyHKIMU OBLIO TEXHUYEC-
K1 HEBO3MOXKHO, B CBA3M ¢ YeM BBeneHo 20 Mr pejaHuyma. Pe-
Jakcupyromuid a¢bdbekT mpenapara okasaacs 3HaUUTEIbHBIM,
OH TIPOSIBUJICSI YMEHBIICHUEM HATPSDKEHUS MBI CIIMHBI 1
IIeW ¥ COXPAHSUICS B TeUEHUE IBYX CYTOK). MIMMyHOII00Y M-
HbI KPOBHU, KOMILJIEMEHT — B HOpMeE. PeBMartonornyeckue mpo-
Obl oTpunatenbHbie. AHTUTENA K JIT'K yMepeHHO MOBBIIEHb! —
1,4 EJ1/mn (Hopma o 1 EII/mo).

Cymmaptasg OMI' BbisIBUIa TMOBBIIIEHHYIO aKTUBHOCTD aKCH-
QITBHBIX MBI B MOKOE (IPyANHO-KITIOUNIHO-COCIIEBUIHOM
MBILILIBI, MBIIILIBI, BEIIPSMIISIOLIEN IO3BOHOYHUK, TPaIeLe-
BUJIHOI MBILILIBI), HEBO3MOXHOCTb X IOJHOTO Pacc/IabneHus..
IIpn aKTMBHOM COKpAIICHUH MCCIETYEMBIX MBIIII PETHCTPH-
pyeTcs HacblllleHHAss MHTepdepeHInOHHas KpuBas. B muc-
TaJIbHBIX TPYIIAX MbILILL (MbIIILA, OTBOASIIAS MU3MHEIl, KO-
POTKMIii pa3rubaTesib MajblieB) B IOKOE — MOJHOE pacciabie-
HUe, IpY aKTUBHOM COKPAILEHUM — HACILIEHHAs MHTepde-
peHLMoHHas KpuBas (puc. 1).
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Hronpuatag OMI (Mbla, BHIIPAMISIONIAS MO3BOHOYHMK,
TpamnelreBUaIHasE MbILILA): B TOKOE ITaTOJIOTMYECKOM CIIOHTaH-
HOI aKTUBHOCTH B BHJIE IMOTEHIINATIOB (GUOPMILIAIINIA, TIOJIO-
SKUTEbHBIX OCTPBIX BOJH, MOTEHIIMANOB (haclMKYSILUi He 3a-
(buKcUpoBaHO, TapaMeTphbl TOTEHIMATIOB ACUCTBMS JIBUIA-
teabHbix equHul (ITIE) B HopMe.

CrumynsunonHas DMIE ckopocTb pacipocTpaHeHUs BO30YX-
TEHUSI M0 TBUTaTENbHBIM M YYBCTBUTENbHBIM BOJOKHAM HeEp-
BOB KOHEYHOCTEH, aMIIUTYIBI MOTOPHBIX M CEHCOPHBIX OTBE-
TOB B Ipeaenax HopM. H-pediiekce ¢ MBI KUCTH M CTOIIBL HE
BBI3BIBAETCS, UTO COOTBETCTBYET HOpMme. H-pedekc ¢ kamba-
JIOBUJTHOM MBIl — JaTeHTHOCTH 28 MceK (N — 10 35 Mcek);
Hyake/Myaxe — 39% (N < 50%).

BrI3BaHHBIC MMOTEHIIMANBI BCEX MOMANBHOCTEN M TTapaMeTphI
MUraTebHOro pedekca B HopMe.

[Mpu mpoBeneHMU TPaHCKPAHWATIbHOW MATHUTHOM CTUMYJISI-
LU BHI3BAaHHBIE CYMMapHBIC TTOTCHIUAJIBI ACHCTBUS MBIILI]
PErMCTPUPOBAIUCDH ITPY MUHUMAJIbHBIX TIOPOTOBBIX 3HAUEHUSIX
MarHUTHOTO CTUMYJIa, YTO MOKHO PACLIEHUThb KAK OTHOCUTE/b-
HYIO TUTIEPBO30YAMMOCTD LIEHTPATbHOTO MOTOHelpoHa. [Tpu-
3HAKOB HapYIIEHUs MPOBOAsIel QYHKIIMU KOPTUKO-1IEPBU-
KaJIbHBIX 1 KOPTUKO-TIOMOAIbHBIX TMPAMUIHBIX ITyTEil HE BbI-
SIBJIEHO.

Koncynwramus oxynucra (Corpeea E.H.): mpaBbiit r1a3 crout
MIPSIMO, JIEBBIH IJ1a3 OTKJIOHEH BBepX — 15° mo [upmbepry. Cre-
MeHb BLICTOSIHMS TIa3HbIX 51010K oquHakoBa. 3pauku D=S§, 3,5
MM, TIpSIMast ¥ COAPYXKeCTBEHHAS peaKIlysl Ha CBET COXPaHCHBI.
BeprukanbHbIi HUCTATM TIPH B3IJISIAE BBEPX (TPy0O) 1 B CTOPO-
Hbl. [1a3HOe 1HO: O3 MaToNOrHH.

WMWW

b

1

puc. 1: Pesynbtatel IMI-uccnenosaxms

A: TpyMHO-KIMOYMYHO-COCLIEBUAHAR MbILULA. 1 — MMOrPaMMA B MIOKOE, 33METHO OTCYTCTBUE
paccnabnexwst; 2 — BO BPEMS MPOM3BONILHOTO COKPALLEHKS.

B: Mbiwuua, 0TBOASLLLAS MM3MHeL, 1 — nonHoe paccnabnenve B Mokog; 2 — MUOrpamMMa BO
BPEMS MPOU3BONLHOTO COKPALLIEHNS.

MMMW s

PUC. 2: ANEKTPOMUOrPaMMA TPy AMHO-KITIOYM4HO-COCLIEBUIHOI MbILLILLbI B OKOE
A - po neyeHms. b — nocne neyeHus.



OPUTMHATIBHBIE CTATBIA. Knunwyeckas Hesponorus

ITpu MPT rososs B pexkumax T1, T2 u FLAIR naronoruu He
BbIsiBIeHO. MPT 1ieiiHoro otaena mo3BOHOYHMKA OOHAPYXKU-
BaecT yMEPEHHO BBIpaKeHHBIEC IeTeHePaTHBHO-TUCTPOMUICC-
Kkue u3mMeHeHust Ha ypoBHe C3—C5 Mo3BOHKOB.

[pu KT rpyaHoit KieTku 00beMHBIX 00pa30BaHMI HE BBISBICHO.
BKT u Y3U OproniHoii mojaocTu — 6e3 maTtooruu.

Mopdponoeuueckoe uccaedosanue GUONTATa MBILILBI, BBITPSIM-
JISTFONIEH TI03BOHOYHUK, BBISTBIIO HOPMAJTBHYIO CTPYKTYPY MBI-
HieyHoii TKaHu. [1pM MMMyHOTMCTOXMMHUYECKOM MCCJIeI0Ba-
HUM ObLTO 0OHAPYKEHO MpeodaagaHue MeAJEHHBIX BOJOKOH |
Tma. MeTomoM refb-3/eKTpodope3a MCCaeNoBAIUCH OeTKu
CapKOMEPHOI'0 LIMTOCKeJIeTa — TUTUH U HeOY/IMH, OIpeeIsiio-
IIME 3JIACTUYECKIE CBOICTBA MBILILILL. BBISIBIEHO IBYKpaTHOE
YMEHBIICHAE KOJIMYECTBA TUTHHA M HeOymmHa. erpamamms
TUTHHA COMPOBOXIANACH IBYKPATHBIM YBEINYEHMEM KOJIMYE-
CTBa TUTMHA-2 — MPOTEOJUTHYECKOTO (DparMeHTa TUTHHA, MO~
BBINIAIONIETOCST TIpM €To pacrane. IlomydeHHBIe pe3yibTaThl
CBUIETENLCTBYIOT 00 YXYALICHUU OIOPHBIX M 3JaCTUYECKMX
CBOMCTB CApKOMEPHOT'0 IIUTOCKEIETa MBIIIIIBI.

Jle6roT 3ab0eBaHMsI C AMU30[0B HATIPSDKEHUS MBIIILL TYJIOBU-
IIa ¥ MPOKCUMAIBHBIX OTIEIOB KOHEYHOCTEH, IPOTpeAnuCHT-
HBII XapakTep TeYeHMsI MaTOIOTMYECKOTro Mpoliecca B BUAE Ha-
pacTaHMsl PUTMIHOCTU MBI ¥ TIPUCOEIMHEHUS TT1a30BUTa-
TEJIbHBIX U MO3XEUKOBBIX CIMIITOMOB, TIOBBIIIIEHIE aHTUTET K
JTI'K, a Takxe pe3y/IbTaThl JOMOJIHUTENbHBIX METOIOB UCCTIEN0-
BaHUsI, CBUAETENLCTBYIONIME O TMIEPBO30YANMOCTH BEPXHETO
MOTOHEIPOHA U TIOCTOSTHHOM aKTUBHOCTH aKCHAJTBHBIX MBIIIIIL B
[I0KOE, OTYETIMBBII MOJOXUTEIbHbBIM 3P deKT Ira3enama mo3-
BOJIWJTM IMaTHOCTUPOBATh CUHAPOM PUTUIHOTO YeIoBeKa C Tia-
30[BUTATEIbHBIMU U MO3KEUKOBBIMU HAPYIICHUSIMU.

B ximmHuKe nmpoBoauIoCh IeUeHKE: qua3enaM — 15 Mr B CyTKu
BHYTPb; MeTuanpeaHu3oiod — 500,0 Mr BHYTpMBEHHO Ka-
neiabHo No 5 ("mysbc-Tepanus”), nanee METWITIPETHU30I0H
MepopasbHO B 03¢ 1 MI/KT Beca ¢ IOCIEAYIOIIAM TOCTeTIeH-
HBIM CHIXKEHMEM J03bI B TeueHue 1,5 Mecsiia 10 ToJHON 0TMe-
HBI.

ITauueHTKa oTMeTWIA, YTO €l CTalo Jierde XOAUTh, BCTaBaTh U3
TTOJIOKEHUSI JIexKa Ha CIMHE, 3HAUYMTETHbHO YMEHBIIUIOCH OIITY-
LIEHWEe HAaMpSDKEHUST M CKOBAaHHOCTH, MCYE3JI0 JBOEHUE,
YMEHBIIMIUCH HEYCTOMYMBOCTb U MOLIATbIBAHUE TIPU XOAb0E.
[Ipu ocMoTpe: YMEHBITIIACH BEIPAXXEHHOCTD TUIIEPIOPI03a —
B MOJIOXEHHUU JIeXa pyka HE IPOXOAUT B TIPOCBET MEXIY MOsIC-
HUYHBIM OTJEJIOM U KYILIETKON, OJIHAKO COXPAHSIETCs yMEPEH-
HOE HaMpsDKEHWE MBILIL HAATUIEYUMI M JUIMHHBIX MBILILL CITH-
Hbl. Pa3HOCTOSIHUS T1a3HBIX SIOJIOK HET, 00beM UX IBMKEHUI —
nojHbIi. CoxpaHsieTcs: BepTUKAIbHbIM HUCTArM MpU B3IJISIIE B
cTopoHbl. B mpoGe Pombepra ycroitunBa, yMEHBIIUIOCH 110-
1IaTbIBaHKE MPH X0b0E, CTaI0 BO3MOXKHBIM CTOSIHUE Ha OHOM
Hore. CoxpaHsieTcst [u3apTpodOHus.

Takum ob6pazoM, Ha doHe eyeHuss [AMK-epruyeckumu npe-
rnapataMd U KOPiMKOCTEPOUAAMHU Y MALMEHTKU OTMEYAIOCh
YMEHBIIEHUE PUTHMAHOCTH MBIIIL, a TAKXKE MO3XEUYKOBBIX U
[J1a30/IBUTATEIbHBIX HAPYLICHWIA.

[Mpu nosropHoM DMI-uccnenoBanuu 3ahMKCUPOBAHO CHU-
JKeHMe 6103IeKTPUYECKON aKTUBHOCTU MBILILL (TPYANHO-KITIO-
YNYHO-COCLIEBUIHAS MBIIIA, MBIIILA, BBITPSIMISIONIAs MO-
3BOHOYHUK, TPATIEIIMEBUIHASI MBIIIIIA) B TIOKOE (pHC. 2).
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CVHOPOM PUrVTHOTO YenoBexa

HabGnoneHue B iuHamMuKe yepes TpU Mecsilia BhISIBUIIO perpece
MO3XEUKOBBIX U IJIa30IBUraTeNbHbIX HapylieHuil. OnxHako Ha
(hoHEe caMOCTOSITETLHOTO CHYDKEHUSI O3Bl Ia3eraMa o S MT B
CYTKU BO3pOCJIO HANPSDKEHME aKCUATbHBIX MBIIII, YCUIUICS
runepaopno3. PekoMeHI0BaHO YBEIMYUTh J03Y Ira3enama 10
10 mr/cyTku (o 5 Mr 2 pasa), K JIeueHuo 100aBUTh 0akIoheH
— 10 Mr/cytku (10 5 Mr 2 paza).

O0cyxnenne

[pencraBnenus o KmmHMIecKUX mposiBneHusx CPY B mocnen-
HUE TOIbl MPEeTepreBaloT U3MEHEHMSI, B JIUTepaType BCe Yallle
BCcTpevatoTcs onucanus ciaydaeB CPY ¢ Mo3keuKoBbIMU U TJ1a-
3onBUTaTeIbHBIMK HapyimeHusamu [10, 23, 40]. B kayecTBe Be-
NYIIEro KIMHUYECKOTO0 CHHAPOMAa PaccMaTpUBAETCS PUTHUI-
HOCTb aKCHAJIbHOI MYCKYJIATyphl U TIPOKCUMABHBIX OTICIOB
KOHEYHOCTEH KaK B CMHEPTUCTaX, Tak U B aHTarOHMCTAX, CO-
MPOBOXKAAIONIASCS (DUKCUPOBAHHBIM MOSICHUYHBIM JIOPA030M,
BO3HMKHOBEHHEM CIIOHTaHHBIX, Pe(ICKTOPHBIX, aKIIMOHHBIX
Cma3sMoB, YCWIEHHOH crapmi-peakuueil [3, 5]. XapakrtepHa
(iyKTyalusi CHMITTOMOB B T€YEHHUE CYTOK, OTO JTHS KO JHIO [6,
24]. NHTeneKT u yyBCcTBUTEIbHAS cepa He cTpaaaioT. M30u-
paTenbHasl PUTHIHOCTD 1 MBIIICUHBIH CTIa3M aKCHAIbHOM Myc-
KyJ1aTypbl 00YCIOBIEHBI OCOOCHHOCTSIMU €€ MHHEPBALMU: MO-
TOHEWPOHBI TIEPETHUX POTOB CIIMHHOTO MO3Ta, CBSI3aHHEIE C
aKCcHaJIbHOM MYCKYJIATypOii, paconoXeHbl MeananbHo. B aToit
30HE OKaHYMBAIOTCS BOJIOKHA HECKOJNBKUX HUCXOMAIIUX ITy-
Teil: BeCTHOYIOCTIMHANBHBIX (MEAUATBHOTO U JIATEPATbHOTO) 1
PETHKYJIOCIIMHANIBHOTO, KOTOPBIE KOHTPOJIUPYIOT (HYHKIIUU
MBILILL TyJOBUILA. YculeHue crapti-peakuuu npu CPY cBs-
3BIBAIOT ¢ (PYHKIMOHATBHON HETOCTATOUHOCTBIO HUCXOMSIINX
TOPMO3HBIX BIMSIHUI Ha CTPYKTYPHI CTBOJIA TOJIOBHOTO MO3Ta,
OCHOBY KOTODPBIX COCTaBJISIIOT HapyIleHUsl HepOMeIUaTOpHO-
ro oomeHa [14].

OCo0EHHOCTBIO MIPEICTABIEHHOTO CITy4ast SIBUIOCH OTCYTCTBHE
00JIe3HEHHBIX CITA3MOB TPH HATUYUK BHIPAKEHHON PUTHUIHOC-
TH aKCUAbHOM MYCKYJIaTYphl U YCUJIEHHOM CTAapTII-peaKiiH.

Bnekrpomuorpadpuueckoe uccienopanue npu CPY BrisiBasier
MTOCTOSTHHYIO aKTUBHOCTD IBUTATEIBHBIX CAMHUII, KOTOpas He
MCYe3aeT TIPH MOMBITKE PACcCIa0UTh MBIIIILY MM MPU HATps-
>KEHMU MBIIIIbI-aHTarOHMUCTA. YKa3aHHbIE U3MEHEHMST Hanbo-
Jiee BBRIpaKECHBI B aKCHATBHBIX (0COOEHHO IMapacHiHAIbHEIX)
MBIIIIAX ¥ MTPOKCUMATbHBIX OTAeNaX KoHeuHocTel. [Tpu atom
TapaMeTpbl TOTCHINAIOB TEHCTBUS JBUTATEIbHBIX — CIMHUIL
COOTBETCTBYIOT HOPME, HE BBISBIISIOTCS IIPU3HAKH ICHEPBALINT
WIA PEUHHEPBALMU, YTO CBUAETEIBCTBYET 00 OTCYTCTBUU
CTPYKTYPHBIX MOBPEXKACHUIN MepruhepuueckKoro HepoMoTop-
HOTO ammapara. AKTUBHOCTh MBIIII PETPEeCCUpyeT BO BpeMsI
cHa (0COOEHHO BO BpeMsI CHa ¢ OBICTPHIMU JBVKEHUSIMU IJ1a3),
Mpu BHyTprBeHHOM BBeneHnu TAMK -epruyeckux npemnapaTon
(6eH3zommazenuHbl, 6apouTypaThl, bakmoden) [30, 31]. Arano-
T'MYHbIe U3MEHEHUs! ObUIM BhIABIEHBI npu DMI-06cemnoBa-
HUU HaOIoIaeMoi TMaleHTKU. BHyTpuBeHHOE BBeIeHME
0OBHOIT IHa3eriaMa  COIPOBOXIANIOCH CHIDKCHIEM MBIIICT-
HOI aKTMBHOCTU B ITOKOE U CIIOCOOCTBOBAIO pacciabieHuIo
MBIIIIII,

[umepBo30yIMMOCTD IBUTATETLHBIX HEHPOHOB B ITOKOE 1, KaK
CIIE[ICTBKE, MOCTOSIHHOE HAIpSDKEHME MBI CBSI3bIBAIOT C
HemocTaTouHoCcThlo  TAMK-epruueckoro  TOpMOXEHHS.
M.K. Floeter ¢ coaBTopamMu MpoBOAWIN Helipodusronorudec-
KM€ MCCIENOBAHUSI CIMHANBHBIX CeTMEHTApPHBIX TOPMO3HBIX
KpyroB y nmauueHToB ¢ CPY a5t BbISIBIEHMSI CBA3M KIMHUYEC-
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KUX CUMIITOMOB C celeKTBHOI nucdynkuueit TAMK-epruue-
CKUX HelpoHOB CIIMHHOTO Mo3ra [24]. Wx pabouasi rumotesa
npearnoaraia HeoCTaTOYHOCTh TopMo3HOU TAMK-epruyec-
KOl CHCTeMBbI IPY MHTAKTHOCTU TIJIMIIMHEPTUYECKON CHCTe-
Mbl. C 11e/1bI0 BBISIBIIEHMSI THTIEPBO30YIMMOCTH MOTOHEPOHOB
Ha CeTMEHTapHOM YPOBHE IIPOBEICHO MCCIEIOBAHNE COOTHO-
LIeHMsT MakcUManbHOU aMruTyabl H-pednekca u M-otBeta
(Hipax/Mmax)> OTpaxaroriee BO30yIMMOCTb HEHPOHATbHOTO
ITyJIa B OTBET HA CTUMYJISALINIO OBICTPOITPOBOASIINX CEHCOPHBIX
BOJIOKOH. DTO COOTHOILEHHE OBUIO HOPMAIbHBIM Y OONBIINH-
cTBa obcaenoBaHHbIX MmauueHToB ¢ CPY [24]. AHamornyHbie
PE3YJIbTaThI NIOJIYYEHbI MPU MccaenoBanui Hyp o\ /M.y v Ha-
el 60JbHOM.

Cuuraetcs, uto npu CPY mepBuuHO cTpagaeT LieHTpaIbHBbIi
MOTOHEPOH, M BCJIENCTBME HEIOCTAaTOYHOCTH TOPMO3HBIX
HaICEeTMEHAPHBIX BIMSHUI pa3BMBAETCS TMIICPBO30YIMMOCTD
CerMEHTApHOTO armapaTa CMHHOro Mo3ra [24]. Y mpexncras-
JIEHHOW TALIMEHTKY, B YaCTHOCTH, 3TO MPOSIBIISIETCS B (heHOME-
He pa3rnOaHMs TOJOBHI MPU JIETKOM OOJIEBOM pa3lpakeHUU
JIMLIA ¥ CTapT/I-peakiuy, pacIIMPEHUU 30HbI BbI3bIBAHUS TITy-
0okux pecdiekcoB (MPU OTCYTCTBMM TATOJOTMYECKUX IMHUpPa-
MUIHBIX CTOIHBIX M KUCTEBBIX pedrekcoB). MccmemoBaHus
BO30YIMMOCTH MOTOpHOI Kopbl ipu CPY meTomoM TpaHCcKpa-
HUAJbHON MAaTHUTHOM CTUMYJISIIIM ITOKA3aJI!, YTO TIPH TIPEIh-
SIBJICHUH TIAPHBIX CTUMYJIOB 3HAYMTEIbHO YCUIMBAIOCH BHYT-
PUKOPKOBOE 00JIerdeHue M 0caabnsaaoch BHYTPUKOPKOBOE
topmoxenue [30]. M3eectHo, uto TAMK-epruueckue Helipo-
HBI pean3yloT BHYTPIKOPKOBOE TOPMOXEHME, a TAKKE MOJIY-
JIUPYIOT aKTUBHOCTb BO30YXXTAIOIINMX KOPKOBBIX HEHPOHOB.
[Tpn uccremoBaHUM TeX Xe MapaMeTPOB TOCHE JIeUEeHUS
TAMK-epruyeckumu npenapatamu (OeH3011a3enuHbl, Oak-
JnoeH) ObLIO 00HAPYKEHO, UTO YKa3aHHbIE CPEeICTBA 3HAYM-
TEJIbHO CHIKAIOT BHYTPUKOPKOBOE 00/erYeH1e, HO He BIUSIOT
Ha BHYTpUMKOpKoBoe TopMmoxeHue [30]. Takum obGpasom,
TAMK BbInonHsIeT GYHKIMK KaK HEHPOTPaHCMUTTEpa, TeHe-
PUPYIOIIETO TOPMO3HBII TOCTCHHATITHYECKUI TOTEHIINA, TaK
1 HEeWpOMOMYNIATOpa, MEHCTBYIONIETO HA IPeCHHANTUYCCKIE
TAMK-peuenrtopsl.

[Tpr MOpP(hONIOrNYECKOM HCCIEIOBAHUHI B OTIAEIBHBIX CIIydasix
CPY HaOarogaeTcss yMEHbIIEHUE KOJMYECTBA BCTABOUYHBIX
HEWPOHOB B MEPEIHMX POrax CIIMHHOIO MO3ra, aTpodusl 1 [JIx-
03 CIIMHHOTO MO3ra, CHIKEHME YMCIEHHOCTU HEMPOHOB B Me-
JIWABHBIX OTIENaX MepeIHNX POrOB, MHHEPBUPYIOLIMX aKCH-
AJIbHYI0 MYCKYJaTypy. BBISIBICHO CHMXEHHE YMCIECHHOCTU
TAMK-epruueckux HeiipoHOB B Kope Mo3xeuka [12, 33].

VYceranopneHHast ¢Bsizb CPY ¢ ayrouMMyHHBIMU 3a00/1€BaHMS -
MU, TaKMMU KakK JIATeHTHBIN ayTOMMMYHHBIN AMa0eT B3poC-
JIBIX, TIEPHUIIMO3HASI aHEMUS, BUTUIIUTO, TUPEOUINT XaIIIMO-
TO, IIaPaHEOIIACTUYECKIE CUHIPOMBI, IIPU KOTOPbIX 0OHapy-
xuBatotes aHtutena Kk ATK (kmodyeBomy (epMeHTy cuHTe3a
TAMK), npuBena x rumnore3e 00 ayTOMMMYHHOI MTPUPOJIE 3a-
ooneBanusi. OcHoBHas nokanuzauus JAI'K — [IHC, rae ¢ep-
MEHT OOHapyxXuBaeTcs B HelipoHax, ucnoibsytonmx TAMK B
KavecTBe Meguaropa [30].

CymrectByior aBe n3odopmbl pepmenTa JII'K cooTBETCTBEHHO
monekynsipHomy Becy — JAI'K 65 u ITK 67. Tpeamonaraercs,
yto JITK 67 perynupyer GasanbHblii cuHTe3 TAMK; B cBOIO
ouepenpb, ITK 65 obecrieunBaeT HeoOxonumblii ypoeHb JIT'K B
CUTYaIlWAX, CBSI3aHHBIX C ITOBBIIICHHOW MOTPEOHOCTHIO B
TAMK [41]. bonpumncTBo nmaueHtoB ¢ CPY nmMerot Bricokue
TUTPHI aHTUTeN K 00enM u3opopmam JAI'K. Onnako Hammuue
aaTuten X IT'K eme He gBISeTCS TPSIMBIM CBUIETEIECTBOM
cHxeHuss TAMK B rofioBHoM Mo3re. MccienoBanust ¢ mpume-
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HEHHWEM MAarHUTHO-PE30HAHCHOI CIEKTPOCKONUM U TO3U-
TPOHHO-3MUCCUOHHOM TOMOrpacuy BbIIBUIN Y MALIMEHTOB C
CPY cuumxenue ypoHsi TAMK, oco6eHHO 3HauuTenbHOE B
MOTOPHOI1 ¥ TIPeMOTOPHOI1 30HaxX Kopsl [31, 38].

AHanu3 BiusiHus yposHst antuten K IT'K 65 Ha Bo30yauMocTsb
KOPKOBBIX HEMPOHOB 1TOKa3aJl, YTO BO3OYAUMOCTh KOPHI KOP-
peIMpoBajia ¢ YpOBHEM aHTUTEN B IMKBOpe. B To Xe Bpems He
BBISIBJIEHO CBSI3U MEXIY BO30YIMMOCTBIO KODBI M YPOBHEM aH-
TUTEJ B CBIBOPOTKE KPOBH, YTO 0OYCTOBIEHO MHTPATCKATBHON
BbIPAOOTKOM aHTUTE]T M OTCYTCTBMEM IIPSIMOII CBSI3M MEXIY
YPOBHEM aHTHUTEN B KpoBU U ukBope [30].

Antutena K ITK 65 oOHapyXuBaloTCs y MAalMEHTOB ¢ 3HIO-
KPUHHOM TATONIOTHEH, a TaKKe C TaKUMH 3a00JIeBaHUSIMU
HEPBHOM CHCTEMbI, KAK HAC/IEACTBEHHAS] MO3XEUKOBasl aTak-
CHsl, JIEKapCTBEHHO-PE3UCTEHTHASI SIWJICIICHUSI, PacCesHHbIN
sHuedatomuenut [12, 39, 46]. OxHako y MAIMEHTOB ¢ HEBPO-
Jornyeckoil marojorueit anrurena K JII'K BhISBIAIOTCS Kak B
KPOBH, TaK U B JIMKBOPE, B TO BPeMsI KaK y MAlIMEHTOB C 3HI0-
KPUHOIIATHEH — TOJNBKO B CBIBOPOTKE KPOBH.

[TocnenHue roasl B JuTEpaType OOCYXIAETCs CBSI3b CHHTE3a
anturen K 'K ¢ mo3xeukoBoii arakcueii [2, 16, 44]. Onmca-
Hbl 38 mauueHToB ¢ CPY, kotophie, mogo6HO Halllei malyueHT-
Ke, UMeau MO3xXeukoBble HapyuieHus [40]. Mo3zxeukoBbie
paccTpoiicTBa B BUE aTaKCUU U AW3APTPUHU IMPEIIIECTBOBAIN
Pa3BUTHIO PUTHAHOCTH MBIILI UK BO3HUKAIKM OMTHOBPEMEHHO.
MPT rosioBbl MaTojorMy He BbISIBASIA, JUIIb B OTAEIbHBIX
CIy4yassx OTMeYalach YMEPEHHO BBIPaXeHHas aTpodust 4epBst
Mo3zxeuka. OTMeyvascsl MOBBIIIEHHbI MHTPaTeKalbHbI CUH-
te3 aHtuten K ATK. YcraHoBieHO, 4To y O0JbHBIX ¢ MO3KEYKO-
BbIMM HapylieHusiMu  ypoBeHb aHTuTes K JII'K B tukBope ObL1
B 2,5 pa3 Bbiliie, ueM npu TunuuHoM Bapuante CPY [40]. pu-
MEHSIBIIMECS B 3TUX CIyyasx nmpenapatsl, conepxaiue TAMK,
YMEHBIIATM PUTUIHOCTD MBIIII, & MIMMYHOCYIIPECCUBHAS Te-
panusi Biusiia Ha MO3:XeUKOBbIe paccTpoiicTBa. Ha ocHoBaHuM
MOJYYEHHBIX PE3YJILTaTOB PSi ABTOPOB MPEIOXKUIN BbIAEIUTD
OTZIeNIbHYI0 KTMHIYecKyio (hopmy B pamkax CPY — CPY ¢ mo3-
’KEUKOBOI CHMMTOMATHKOM, XapakTepusylollytocs Oonee Ts-
KeJbiM TeueHueM [11, 28, 44].

Ormmcansl Takke caydan CPY ¢ rma3omBuTaTeIbHBIME PACCT-
pOMCTBaMM, BKJIIOUABIINE TOPU30HTAIbHBIA ¥ BEPTUKAIbHBII
HUCTArM, HapylleHUs CIedIIMX ABUXEHUI Tia3, orpaHuye-
HUe 00beMa IBMXCHMS TIa3HBIX 070K [10, 49]. ITomoOHBIE
paccTpoiicTBa CBA3BIBAIOT ¢ HapyieHueM GyHkuuu TAMK-ep-
TMYECKUX CTBOJIOBBIX CTPYKTYP, YYaCTBYIOIIMX B PETYJISIIMU I0-
PU30HTAIBHOTO U BEPTUKAIBLHOTO B30pa, K KOTOPHIM OTHOCSIT-
Cs1 MEIMATbHOE BECTUOYIISIPHOE SIIPO, AOP30JaTepalbHOe SAPO
BapoJieBa MOCTa, SIAPO 3pUTENBHOrO TpakTa. B akcrnepumeH-
Tax Ha XUBOTHBIX MOKa3aHO, 4YTO BBEJCHME AHTArOHMUCTOB
TAMK B a1 siipa BBI3BIBACT Pa3IMUHbIE I71a30IBUTaTeIbHbIC
HapyuieHust [49]. BaxxHyto poJib UTpaeT TakKe HapylIeHue CBsI-
3eil CTBOJIOBBIX CTPYKTYP C HEipoHAMK MPEMOTOPHOI 00J1aCTH
KOPBI X MO3X€YKa, UCIIOJIb3YIOLIMMU B KAYECTBE HElipomenua-
topa TAMK [23]. [mazonBurarenbHbie HapyuieHust npu CPY
MOTYT MpEIIleCTBOBAaTh PUTMAHOCTU U MBILIEYHBIM Clla3MaM
WU Pa3BUBATBCS OJHOBPEMEHHO.

B 1993 rony ycranosneHo, uro nomumo JAI'K cymecryer npy-
roii ayToaHTUreH — aMudu3uH, perymupyouil mIioTHOCTh
TAMK-epruyeckux pelenTopoB Ha MeMOpaHe akCOHOB [21].
AHTHTena K aMbubU3MHY MOTYT OTpPULATENIbHO BIMSATH Ha
akcrpeccuio TAMK- penienTopoB, MpuBOAsS K TMOBBILEHHIO
BO30YIMMOCTH HEHPOHOB. DKCIEPHMEHTATBHBIC PaOOTHI IT0-
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Ka3ay poJib aHTUTEN K aM(pU(bU3NHY MTPU TapaHeoIIacTuyecC-
koM BapuanTe CPY [43]. B pamkax mapaHeoraacTUYecKoro
niporecca pu CPY takke oOHapyXeHbl aHTUTENA K TeupuHy
— 0eJiKy MOCTCUHANTHYECKOi MEMOpPaHbl TOPMO3HbBIX CUHATI-
COB, IJie OH 0bOpa3syeT cBs13u ¢ TAMK-epruyeckuMu U IMIUHO-
BeIMU petienitopami [ 19]. Takum 00pa3om, B HacTosIIIEe BpeMst
JI0Ka3aH aHTUTEHHbIN MOAUMOPMOU3M Pa3TUYHbIX KIMHUYEC-
kux BapuantoB CPY.

K xaunnueckum cumnromam CPY oTHOCATCS M MpOsIBIEHMS
BETETaTUBHON IUC(HYHKIUH IIEPMAHEHTHOTO U/WIM KPHU30BOTO
TEUCHUS, CBSI3aHHbIE, BEPOSITHO, ¢ AedheKTHOCThI0o TAMK-epru-
YeCKMX [EHTPATbHBIX BET€TATUBHBIX CTPYKTYP TUMOMKOPETHKY-
JISIPHOTO KOMIUIEKCA — MEPeqHUX OTAENOB TUIIOTATaMyca U
CTPYKTYp TiepeIHero Moara (IpeonTuyeckoi 00IacT 1 Tepero-
poaku) [22]. B kayecTBe MOATBEPKAEHWS JAaHHON THITOTE3bI pac-
cMarpuBarotcs crydan CPY ¢ KITMHMYECKUMHA TIPOSIBICHUSME
TICUXOBETeTaTUBHOTO CMHIPOMa B BUIE MaHMUYeCcKUX aTak [9]. K
TIPOSIBIEHUSIM BereTaTUBHbIX HapyueHuit mpu CPB otHocsTCst
TaKKe HApYIIEHUs TIOTOOTAEACHHUS M OPTOCTaTHIECKAs! TUIIO-
TEH3MS1, YTO MOXKET ObITh CBSA3aHO ¢ AUCHYHKILIMEIH 1 Tepudepu-
YECKUX OT/AEIOB BEreTaTUBHOM HEPBHOI cucTeMbl [22].

B nuteparype obcyxnaercsi 3HaYMTeNbHAsE YacToTa hoduyec-
KHX PACCTPONCTB U CIIy4aeB aJIKOTOJIbHOM 3aBUCUMOCTH Cpean
naueHToB ¢ CPY, uto cBasbiBaloT ¢ aepunurom TAMK-ep-
TMYECKON HEHpOTPaHCMUTTEPHOI cucTeMsl [18].

K ocobeHHoCTSIM HabmOAaBIIErocsd HAMU CTIydasi CJeAyeT OT-
HECTU HalM4Ke PETPAKIIMOHHOTO pedhiekca, 3aKII0UaoIIerocs
B pa3riOaHNH rOJOBBI B OTBET HA CEHCOPHBIE CTUMYIIBI B 00J1a-
CTH JINLA Y TIPEJICTABIISIIOIIETO COOO0M PYIMMEHTapHBIN KOXHO-
MBILIEYHBIH CTBONOBOI pedieKe, KOTOPhIil B HOPME 3aTOPMO-
keH. [1o maHHBIM TUTEpaTyphl, PETPaKIIMOHHbIN pedekc oT-
Mevaetcst y 50% 6ompHbix CPY [17]. Hanmmuue atoro pediekca
B COBOKYITHOCTH C PUTHIHOCTBIO M CTIa3MaMU MBbIIIILL TO3BOJISI-
€T IPEJOTBPATUTD OIIMOOYHBIIA TMATHO3 TICUXOTEHHOTO XapaK-
Tepa ABUratenbHbIX HapyleHuil npu CPY. B psane ciyyaes B
nebrTe 3a00eBaHKs AMATHOCTUPOBAIN TICUXOTEHHOE JIBUTA-
TEJIbHOE PACCTPONCTBO M3-32 HAJIMYMSI COMYTCTBYIOIIMX 3MO-
IIMOHATBHBIX PACCTPOMCTB, (MIIYKTYallU! IBUTATEILHBIX HApY-
LIEHUI U OTCYTCTBUSI OOBEKTUBHBIX HEBPOJIOTUUECKUX CUMIT-
TOoMOB, crieuuduuHbix st CPY [27].

[Ipu mMopdonornyeckomM Kccaef0BaHUMA OUONTATOB MbILIEY-
Hoit Tkanu B ciydyasix CPY He BBISIBISETCS MATONIOTUU, MO0
00HapyXuBaloTCs Hecrelnbuyeckrie U3MEHEHHUs! B BUJIE aTPO-
¢un, Gubposa, nereHepalvy U pereHepaluu, MHOTAa OTeKa 1
WHOUIBTPALIMY MBIIIEYHBIX BOJIOKOH, KOTOPBIE CBSI3BIBAIOT C
UIIeMUEH, BbI3BAHHOW WMHTEHCUBHBIMU JUTUTEJbHBIMU MBbI-
LIEYHBIMM COKpalieHUsIMU [45]. B HaimeM HaO/ofeHUU Tpu
MpoBeieHn MOP(HOIOTUYECKOTO I UMMYHOTUCTOXUMUUYECKO-
0 MCCJIEIOBAHMS MBIIIEYHOI TKAHU ObLIO BIEPBbIE BISBICHO
npeobaanaHue MemTeHHbIX ("TOHMYecKUX') BOJOKOH | Tuma.
MopdodyHKIMOHAbHAsST TIEPECTPOIKa MBIIIEYHBIX BOJOKOH
MIPOUCXOIUT BCJENCTBUE MOBBILIEHUSI CUHTE3a MOJIEKYT MeJl-
JIEHHBIX M30(OpM MUO3MHA M YMEHBIIEHUST CHHTE3a OBICTPBIX
uzodopm. [MogobHas TpaHchopmanyss MMeeT KOMIEHCATOP-
HOE 3HaY€HUe, TaK KaK ME/UIEHHbIE BOJIOKHA CIIOCOOHBI K 00-
Jiee JUTENbHOMY COKPALICHUIO U YCTONUMBHI K YTOMJICHMIO,
4TO aKTYalbHO B YCJIOBUSX MOBBIIEHHOM COKPATUTEHHOM aK-
tuBHOCTU MbIIII py CPY [7]. OcoOblii mHTEpecC MpeacTaBs-
€T (haKT CHIKEHUS COepXKaHUS B MCCISAYEMOI MBIIIIIE TUTH -
Ha ¥ HeOy/IMHA B COUETAHUH C YBEIMYEHUEM CONEPXKaHUST TIPO-
JYKTOB X JETpajialiiil, YTO CBUIETEIbCTBYET O NECTPYKLIUU
9TUX OEJKOB IIUTOCKENETa, OMpPEeesIOIUX YIPYTro-31acTuy-
HBIE CBOIICTBA MBIILIEYHOTO BOJIOKHA. M3BECTHO TaKXe, UTO TH-
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THH Y HEOYIMH BBIMOIHSIOT (DYHKIMIO MATPUII, HA KOTOPBIX
MPOUCXOUT COOpKAa MMO3MHOBBIX UM aKTMHOBBIX HUTEH [8].
[MoBpexneHne MTOCKETETHOTO KapKaca MOXeT MPUBECTH K
JECTPYKIIUM aKTHHA U MMO3UHA — OCHOBHBIX COKPATUTEIBHBIX
0e/IKOB MBIIIEYHOTO BOJIOKHA. KakoB e BeposITHbINA Mexa-
HU3M, 3aITyCKaIOIINil TeCTPYKTUBHBIE MTPOIECCHI B MBIIILIE TTPU
CPY? U3BecTHO, YTO HAa O.-MOTOHEMpPOHAX TMEPETHUX POTOB
CIMHHOTO MO3Ta pPacrojaraloTcsl akco-akCOHaJbHbIE CHHAl-
Chl, TIPY aKTUBALIMM KOTOPHIX HAa TIPECHHANTAYECKOM OKOHYA-
Huu Onaromapst TAMK-B penentopam akTuBUpyeTcsl OENOK,
CHIDKAIOLIMIA IPOHUIIAEMOCTh MeMOpaHbl sl MoHoB Ca. Ta-
KM 00pa3oM, B HOpME TPECHHANTUYECKOE TOPMOXEHUE
yMEHbIIIAeT MPOBOAUMOCTS 1711 noHOB Ca. B HacTosiiee Bpems
B OKCHEPUMEHTATbHBIX MCCJENOBAHMSX JOKa3aHa KIoYeBast
poitb n30bITOYHOTO HakoruieHust Ca B Mporieccax MpoTeon3a.
YcTaHOBIIEHO TaKKe, YTO UCTIONB30BAHME KATbIMIA-CBSI3bIBAIO-
LIMX ar€HTOB MpeNoTBpalllaeT pachai MoleKya TATUHA U HeOY-
nmHa [42]. B cryyasx CPY, korna nmeet mecto TAMK-epruye-
cKasl HeIOCTaTOYHOCTb, AKTUBHOCTh TOPMO3HBIX MHTEPHENPO-
HOB CHMXXAETCsI, YTO MPUBOAMT K HakomieHnto Ca B MbIIIey-
HBIX BOJIOKHAX M YCUJICHUIO TIPOIIECCOB pactiaia OeJIKoB IIUTO-
ckenera. [Ipenmnosnaraemblit MexaHU3M TOPaKeHUS CKeJIETHOM
myckyaatypbl npu CPY nenaetr 060CHOBAHHBIM MCIOJIb30BA-
Hue aroHuctoB TAMK-pe1ientopos ¢ 11e/1bl0 MPeIoTBPaLIeHUs
CTPYKTYPHOTO TIOBPEXICHMS MBIIIIBI.

JHuarnoctuka CPY coBepiieHCTBOBaIaCh MO Mepe Pa3BUTHS
MpencTaBIeHU 0 MPUPOJE U KIMHAYECKUX TPOSBICHUSIX 3a-
6omeBaHys. OCHOBY MEPBBIX IUATHOCTMYECKUX KPUTEPUEB CO-
CTaBJISUIM Pa3IMUHbIE KIMHUYECKHUE MPOSIBACHUS PUTUIHOCTU
aKCHaJbHOI MycKymnatyphl [26]. Pa3BuTiie MHCTPyMEHTATbHBIX
1 7TabOpaTOPHBIX METONOB TIO3BOJMJIO JOMOJHUTH NaHHbBIE
KJIMHUYECKOTO OCMOTpA pe3yJbTaTaMu dJeKTpoMuorpaduyiec-
Koro oocjenoBaHus u onpeaeneHueM antuten kK JAIK [33, 45].
B nacrosiee Bpemst B imarnoctuke CPY pexomeHnoBaHo uic-
MOJIb30BaHKME BCEr0 KOMIUIEKCAa KIMHUYECKUX, Helipodusno-
JIOTMYECKUX TaOOPaTOPHBIX JaHHBIX [4].

KnuHnueckue kpurepuu:

— TOCTeNeHHOe Hayauo ¢ 00Je3HEHHOCTH U HaIpsxe-
HUA aKCHUAJTbHBIX MBIIIIII;

— MEJIJIEHHOE MPOTrPeCCUPOBAHKE € TOC/EA0BATEbHBIM
BOBJICUCHUEM aKCHAJIbHBIX MbILIL, MBI HUXHUX KO-
He‘iHOCTeﬁ, B MEHBLIEH CTENEeHU PYK, U IIOABJICHUEM
3aTPYAHEHUNA MPU XOABOE W APYIUX CIOXKHBIX JABUXKE-
HUSX;

— IOCTOAHHOC HaIpAXKCHUEC TOpaKOJ’I}OM6aJTBHHX, na-
PpacCIIMHAJIbHBIX 1 a0 OMUHAIBHBIX MBIIIIIIT,

— MATOJOTUYECKUI runepaopao3 nmoACHMYHOTO OTACaa
IIO3BOHOYHUKA,

- aoc1<006pa31—1aﬂ PUTUIHOCTDL MBI 2KMUBOTA,

— UCYE3HOBCHUE PUTUIHOCTH BO CHE;

— 00JIe3HEHHbIE MBILLIEYHbIE CITasMbl, JIAIIMECA OT HE-
CKOJIBKUX CEKYH 10 HCCKOJIbKMX MUHYT W BbI3bIBACMBIC
OMOIIMOHAJIbHBIMHA MJIM CCHCOPHBLIMU CTUMYJIAMU,

— OTCYTCTBME APYTUX HEBPOJIOTUYECKUX CUMIITOMOB;

— COXPAaHHBIN UHTENJIEKT;
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— OTCYTCTBHUE BOBJICUEHMS (MUHMMAIbHOE BOBICUCHNUE)
KpPaHUAJTBHBIX MBIIIII,

DnekrpoMuorpapuIecKue KpUTepuu:

— TMOCTOSTHHAsI aKTUBHOCTb IBUTATENbHBIX SIMHUII, BbI-
SIBJIIONIASCS B IOKOE M PErpecCcUpyroliast BO BpeMs
CHa, MMpY B/B BBEIECHUM IMa3enama, Ojokane mepude-
PUYECKUX HEPBOB, OOLIEH aHECTE3UH;

— HOpMaJbHas CKOPOCTh IPOBEICHUS MMITYIBCOB IO
nepuepruuecKuM HepBaM;

— OTCYTCTBUE NPU3HAKOB JAEHEPBAllMM, HOPMAJIbHbIE
TapaMeTpbl IOTEHIINAJIOB ICHCTBYS IBUTATeTbHBIX ¢/IH-
HUII.

Z[OHOI[HI/ITCJ'H)H])IC KpUTEepUNn:

— aHrtutena Kk aHtureHam TAMK-eprudeckux HeiipoHOB
(0co0EHHO K IeKapOOKCHIa3e TIIyTAMUHOBOI KUCIOThI);

— HaJMYUe COMYTCTBYIOIIMX AyTOMMMYHHBIX 3HIO-
KPUHHBIX 3200JIEBaHUI.

CremyeT OTMETUTBh, YTO B NPUBEACHHBIX IMATHOCTHYECKUX
KPUTEPHUSIX OTCYTCTBYIOT YKazaHMs Ha Hajauuue B cnydasx CPY
MO3XEYKOBBIX 1 TJIa30[BUTATEIbHBIX HapymeHuii. Micxoms u3
JTaHHBIX JIUTEPATYPHI U COOCTBEHHOTO HAOMIONCHMSI, IPEICTAB-
JIsIeTCsI 11e1eCO00pa3HbIM BKIIIOUMTh YKA3aHHbIE PAcCTPOICTBA
KaK BO3MOXHBIE ITpY JTaHHOM 3abosieBaHuy. B KauecTBe KpuTe-
pus quarHoctuku CPY cnemyeT paccMaTpUBaTh TAKKe Pe3yiib-
TaThl TPAHCKPAHUAJIbHON MArHUTHON CTUMYJSILIMU, CBUIE-
TEJICTBYIOIIME O CHUKEHMM TOpora BO30YIMMOCTH MOTOHEH -
POHOB KOPBI TOJIOBHOTO MO3ra [30].

[Momxompl K JICUYCHUIO OMPEACNSIIOTCS COBPEMEHHBIMU IIPE-
craBneHussMU o naroreHeze CPY, ocHOBY KOTOPOTo cocTaBIsi-
eT (yHKUMOHabHas HemocTaTouHocTh TAMK-epruueckux
CTPYKTYp HepBHOI1 cucteMbl. Topmo3sHoe BiussHue TAMK pea-
Ju3yeTcsl Onarofaps B3aUMOMCHCTBMIO C PasIMYHBIMU pe-
uenrtopaMu. B Hactosiiee BpeMsl BbIAEASIOT MOHOTPOIHbIE
TAMK-A peuenrtopst 1 MeTaboTponHbie TAMK-B penentopsl.
TAMK-A penientopsl, (hopMUpYIOIIUE Ha KIETOYHOI MeMOpa-
He KaHaJIbl JUTS MOHOB XJI0Pa, COCTOSIT U3 HECKOJIbKUX CYyObeq1-
HUII, TIPEACTABIISIONINX COOOM YIaCTKM CBSI3BIBAHMUS Oe3011a-
3eMMHOB (Ira3ernaM, KJioHasemnam), 6apouTypatoB (cheHobap-
OuTa), aHeCTeTUKOB U CTepOUI0B. Bce 3Tn nmpenapatsl, MMero-
e cBol Touky npuioxenus Ha TAMK-A peuenropax, mo-
TeHuupyloT aeiictBue TAMK, monnepxuBasi XJIOpHbIe KaHabI
B OTKPHITOM COCTOSIHMM W TeHEPUPYS TOPMO3HOM MOCTCHHAII-
THYeCKUit moteHuuan [1, 15, 41]. B BEICOKMX KOHIICHTpAIIHIX
YKa3aHHbIC COCIMHEHUSI MOTYT BbI3bIBATH THIEPIIOJSPU3AIINIO
MeMOpaHBl ¥ aKTHBHPOBATh TOPMOXKEHME Jake B OTCYTCTBHE
TAMK. Ilpemnaparom BbIOOpa B TpyImie 66H30AUA3EIIMHOB SIB-
JsieTcs nuasenam. JleueHre HauMHAIOT ¢ MUHUMAIbHOM MO3bI
(2,5 mr 1-2 pasa B eHb). 3aTeM 103y MOCTEMEHHO TMOBbILIAIOT
10 3G GhEKTUBHOM — TOOABISAIONICH CIIa3Mbl M YMEHBIIAIONIEH
PUTUIHOCTb aKCHATBHBIX MBI J{nana3oH s ek TUBHbIX 103
BecbMa BesiK (0T 10 1o 200 MT/CyT), UTO OTpakaeT pasTnIHyIO0
MHIMBUAYATIbHYIO YYBCTBUTEIBHOCTh OOJNBHEIX. [Ipemapar
MPUHKUMAIOT B 3—4 mpueMa. Y yacTu 00JbHBIX 103y Aua3ernama
HE ylaeTcsl yBeMUUTh 10 9PGEKTUBHOM 13-3a BHIPAXEHHOTO
cemaTUBHOTO 3 dekra. BMecTo mmasemama MoxeT Ha3HAYaTh-
csl KIoHasenaM B fo3e 2—10 Mr/cyt (1 Mr Ki1oHasemnama npu-
MEpHO 9KBUBaeHTeH 4—5 Mr AMasenama) [4].
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TAMK-B penenTopsl ¢ ToMollbio crieruanbHoro G-6enka, me-
PENaIoIIero CUrHaJ C pelenTopa Ha BHYTPUKIIETOYHbIE MeMOpa-
HBI, OTKpBIBAIOT KaHaibl M11 WoHOB K. [NpecmHamTmueckue
TAMK-B petienTopbl 3aKpbIBalOT KaHaIbl U1st HIOHOB Ca 1 Top-
Mozt ocBoboxaeHue TAMK. Aronuctom TAMK-B perenro-
POB sIBISIETCS 0aKIO(MeH. YIUTHIBast B3aUMOICICTBIE C pa3Iny-
HeiMu TUNIaMU TAMK penienTopoB, 000CHOBaHHBIM SIBIISIETCS
COYETaHHOEe MPUMEHEHNEe OeH30IMa3eMMHOB U OakIodeHa, HO
BO3MOXXHO MCIOTb30BaHME TIOCICHETO 1 B BIIE MOHOTEPATIHH.
Jlo3y mpemapaTa TUTPYIOT ITOCTETIEHHO, JOBOAS MaKCHUMAJTbHO
1o 100—200 mr/cyr (B 3 npuema). Hanbonee yacTbiM MoOOUHBIM
abdekTom baknodeHa, Kak 1 0eH3011Ma3eTUHOB, SBISETCS COH-
mBocTb. [Tpn koMOMHaLMK GeH30aMas3enHa 1 OaKIodeHa Te-
paneBTHUeCKMit 3PdeKT MOXKET OBITH JOCTUTHYT C ITOMOILBIO
0ojtee HU3KMX 103 IIPeIapaToB, YeM IIPU MOHOTEpAIliH, 4TO
YMEHBIIAeT PUCK Pa3BUTUST TIOOOYHBIX 3(P(ekToB. B THKEmbIX
ClTyyasix peKOMEHIYIOT MHTpaTeKalbHOe BBeIeH e OakiodheHa ¢
TIOMOIIIBI0 MH(Y3UOHHOM ITOMIIBI, TIPX KOTOPOM IOCTHUTACTCS
BBICOKAsI KOHLICHTPAIMs ITperapaTa B CIMHHOM MO3Ie, B TO Bpe-
Ms$1 KaK €ro CUCTEMHOE JIeiiCTBUEe MUHUMANBHO [35].

[Tpu HeapGeKTUBHOCTY WM HEMEPEHOCHMOCTU YKa3aHHOI
TepaIiy MOTYT OBITh Ha3HAYCHBI IPOTHBOCYIOPOKHBIC TIpeTIa-
patbl, ycunuBawoiue TAMK-eprudeckyio mepemauy. C 3Toit
LIeJTBIO MCTIONB3YIOT BaJIbIpoaT Hatpus (mermakuH, 600—2000
MT/cyT), cTuMyaupyiomuii cuate3 TAMK, Ttnaradbun (4—12
MT/cyT), OMoKUpyIoNIMii HelipoHanbHbI 3axBaT TAMK mpecu-
HalNTUYECKUMU OKOHYaHUsAMHU, uaum Buradbatpun (1500
MTI/CYT), IpenstcTBytomunii nHakTuBauuu TAMK [46].

JlaHHBIE O BO3MOXXHOM ayTOMMMYHHOM TeHe3¢ 3a00JIeBaHUS
MOCIYXIJIM OCHOBAaHMEM ISl MCIIOIb30BaHUS KOPTUKOCTEPO-
MIOB Kak MeTolaa MMMYHOCYIIpeccuBHOI Tepanuu. Hanbonee
3(h(HEeKTUBHON CUMTACTCS CISIYIONIAs CXeMa: METUIITIPESTHN30-
JIoH B 103¢ 500 Mr BHYTPMBEHHO B TeUeHUe 5 IHEH ¢ mocneay-
IOIIMM TIEPEX0JIOM Ha MEepOPabHBIN MPUeM TperapaTa ¢ 1o-
CTETIEHHBIM CHIXKEHUEM J03HI 110 5S— 10 MT BHYTpB Yepe3 IeHb B
KavyecTBe noaaepxuBatonieit 1o3el [34]. TepaneBruueckuii a¢-
(bexT B BUIE YMEHBIICHUS BBIPAKCHHOCTH MO3KEUKOBHIX 1
IJ1a30IBUTATEIbHBIX HAPYIICHNH, a B PsAZie CIIyIacB M PUTHIHO-
CTHU MBIIIII, HACTYIaeT B MePHOI OT HECKOJIbKMX Heleb 10 He-
CKOJIbKUX MecsieB. ObpalaeT BHUMaHKe, YTo Ha oHe Jeye-
Hus KoHIeHTpamms anTuTen K JIT'K ocTaBaizach MOBBIIIEHHOH,
HECMOTPsSI Ha KIMHMAYECKOE YIyYllleHHe, YTO Mpearosaraet
WHON BO3MOXHBI MEXaHU3M IEUCTBHUS KOPTUKOCTEPOUIOB.
B3aumoneiicTBys co crennuuecKuM IUIT HUX YJaCTKaMM
TAMK-A peuenrtopos B LIHC, cTrepounsl MoaynupyoT QyHK-
VIO XJIOPHBIX KAHAJIOB, 00JIETYAI0T CMHANTUYECKYIO TIepeiady
1 noteHIMpyioT Topmo3Hoit apdexr TAMK. Ipenmonaraior
TaKXe, YTO BBICOKME MO3bl KOPTUKOCTEPOUIOB OKa3bIBAIOT
BJISIHAE HETOCPEICTBEHHO Ha TPOLIECCH OCBOOOXKIEHMUS Me-
JMaTopa 13 TEpMUHAIM akcoHa [15, 29].

[ToMrMO KOPTHKOCTEPOMIOB B KaUyeCTBE UMMYHOKOPPUTHPY-
IolLIel Tepanuu UCHonb3yloT miazmadepes. Kypebl masmade-
pe3a npu CPY BkitouatoT ot 3 10 7 ceaHCOB C MHTepBalaMu
2—3 nHs, 00BeM dKcdy3un mia3mbl coctapisgeT 30—40 Mi/KT ¢
TMOCJIEAYIONIMM ILIa3Mo3aMelieHeM. IMMYHOTpOITHOE AeiicT-
BUe Ta3Madepesa CBSI3aHO C 3Kc(hy3ueil U3 KPOBEHOCHOTO
pycia KIEeTOK-KUIUIEPOB, CYINpPECCOPOB, KOMIUIEKCOB aHTH-
reH—aHTUTEI0, KOMIIOHEHTOB KOMILJIeMeHTa [32].

B nocneanue roast B aeyeHun CPY ucnonb3yloTcss MMMYyHOT-
nooynmunbl G (IgG) mnst BHyTpUBEHHOTO BBeNeHYS, 3(H(HEKTHB-
HOCTb KOTOPBIX ObLTa I0KA3aHa B PAHIOMU3MPOBAHHOM ILIalle-
6okoHTponpyeMoM uccnenosanuu [20]. IgG BBoAAT BHYTpU-
BeHHO U3 pacyeTa 0,4 I/KT Ha TIPOTSCKEHUH 5 THEH (KypcoBast
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n03a — 2 r/Kr). JImutenbHoCTh 3¢ deKTa coXpaHsIeTcs: oT 6 He-
nenb 1o 1 roma. [1py TTOBTOPHBIX Kypcax PeKOMEHIOBaHO B/B
BeeneHue IgG u3 pacuera 1r/xr B TeueHue 1—-2 mHeit. K mpen-
ojiaraeMbIM MeXaHU3MaM JIeUCTBUSI MMMYHOTJIOOYIMHOB TIPH
CPY otHocarcs: Helitpanuzanus antuten K JIT'K, nogasieHue
MIPOAYKLIAY ayTOAHTHUTEN, PETY/ISLUS CYIPECCOPHON aKTUBHO-
CTHU, CHIKEHHUE YpOBHS KomrieMeHTa [20].

[Tpu HeahPEeKTUBHOCTH yKa3aHHBIX Mep, a TAKXKE TPH MapaHe-
omiactuyeckoM BapuaHTe CPY BO3MOXHO IIUTENIbHOE MpPU-
MEHEHME IUTOCTATUKOB (A3aTHOIIPHHA WM LUAKIOPochamu-
na) [43, 47].

B nuteparype onucan ciydaii CPY, pedpakrepHOro K umMmmy-
HoMoayupytoleir u tepanuu TAMK-MumeTrkamu, koraa
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Stiff-person syndrome with oculomotor and cerebellar disturbances
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Stiff-person syndrome is a rare sporadic disorder of the central
nervous system of unknown etiology. In the paper, a case of a
woman with axial muscle rigidity, cerebellar and eye movement
disturbances is presented. High level of autoantibodies to glu-
tamic acid decarboxylase is detected, and electromyographic
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examination showed continuous motor unit activity of the axial
muscles at rest. On electrophoretic investigation of muscle tissue
proteins, it was shown for the first time destruction of titin and
nebulin, the proteins determining elastic properties of the mus-
cle.





