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Hesponoeuneckue cundpom, 00ycaoerertbie npodyKuueli anmumen K 2aymamam-oexapboxcunaze (GAD6S) — cpasrumenso Ho8as 004acmb cOBPeMEHHOI KAl-
HUMeCK Ol HeapOA0eUML, Gbi3bIBAIOWAS O0AbULOL UHMEPeC ¢ MeopemuHeckuX U RPAKMUMECKUX no3uuti. Boicokuii mump evisenseMbix aHmumen S615emcs He 6ce20a
cneyuguUHbIM, HO HPU IMOM BbICOKOHYBCMBUMeNbHbIM Mapkepom aymoummynroeo nopaxcenus ITHC. Tlpedcmagnensi codcmeenHble Kaunu4eckue Ha0aooenus
U GHAAU3 AUMEPamypbl, NOCEAUEHHOI wupokomy gernomunuueckomy cnekmpy GADOS-accouuuposannbix hopm namonoeuu.
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ekapOOKcuia3a TJIYTaMAHOBOM — KUCJIOTBI, WM

TIyTaMat-neKapooKcuiasa, SIBISETCS KITIOYEBBIM

YJIACTHMKOM CHHTe3a TaMMa-aMMHOMACIITHOM KHC-

1ot (TAMK) — 0CHOBHOTO TOPMO3HOTO Helipome-

nmuaropa B LIHC. Iityramar-nekapOokcunasa CUHTe-
BupyeTcsl TIaBHBIM o0pa3oM B TAMK-epruueckux HeiipoHax
IIHC u B-kieTkax MOmXeayI0YHOM XKene3bl M CYIIECTBYET B
IBYX u3odopmax — MembpaHoaccouuupoBaHHoii (GAD65) u
pactBopeHHo# (GAD67) [4].

Mponykuust ant-GAD65 anTuTen (B HOpMEe OHM OOHAPYXU-
BaloTCS JMIIb Y 1% 310poBbIX Jtofei) BeaeT K aepumty TAMK
U, KaK CJIEACTBHE, — K TMIEPAKTUBHOCTH IBUTATCIBHBIX €M~
HUII; 3TO JIEXWUT B OCHOBE MAaTOreHe3a CUHIPOMA PUTHMAHOTO
gesoBeka (CPY) — omHoro m3 Hambonee JacTeix aHTH-GAD-
ACCOLMMPOBAHHBIX HEBPOJIOTUYECKUX CUHIPOMOB. CrieKTp 3a-
0oJIeBaHMIA, CBA3AaHHBIX ¢ 9KcIpeccueit aHtiu-GAD65 aHTuren,
BecbMa IIMpoK. B HeBposnoruu, momumo CPY 1 ero BapmaHToB —
CUHJIpOMa PUTHAHON KOHEYHOCTH W MPOTPECCUPYIONIETO 3H-
HedaroMuenTa ¢ pUTHIHOCTHIO ¥ MUOKIIOHUSIMHU, — 3TO CITO-
pamuyeckasl aTakcus, TUMOUYecKui sHIedanuT, GokaabHas
SIIIETICHS, OTCOKJIOHYC-MHOKJIOHYC, HEOHBII MUOKJIOHYC,
MHUACTeHMsI (XapakKTep BBIILIEYKA3aHHBIX HO30JIOTMIA MOXET
OBbITb KaK MIMOMATUYECKUM, TaK M TTapaHeoracTuueckum) [20].
Jpyrue ayTOMMMYHHBIE COCTOSTHHSI, TTPY KOTOPBIX BBISBIISICT-
sl BBICOKMIA TIOJIOXUTENBHBIN TUTP aHTU-GADG6S aHTHTET —
caxapHbIif Mabder 1 TWIA, ayTOMMMYHHBIA THPEOUINT, ayTo-
UMMYHHasl TIOJMIHAOKPUHOMATHS, aTPOPUUECKUIl TacTpur,
B12-runoaBuTaMMHO3, BUTUJINTO.

Cnopaauyeckas aTakcus

AHTU-GADG5 aHTUTeNa BBISBIAIOTCS, IO HEKOTOPHIM JaH-
HbIM, B 11% cny4yaeB cropaanyecKux MO3XKEUKOBBIX aTaKCHid
1 y 40% TanmeHToB ¢ IMOTeHOBOH atakcueid [5]. Criopamu-
qeckoit atakcuu ¢ aHTU-GAD aHTHTeTaMM Jalle IogBepXKe-
HbI KEHILMHbI, BO3pacT Ae00Ta MOXET BapbUpoBaTh OT 39 10
77 net u coctapisieT B cpenqHeM 59 et [15]. HapacraHue HeB-
POJIOTUYECKOM CUMIITOMAaTUKM 4aCTO HOCUT IOJOCTPHIA Xa-
paKTep, aTaKCHsI COMPOBOXKIACTCS U APYTMMHU MO3KEUKOBEIMU
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3HAKaM¥ — JU3apTPUEN, HUCTATMOM, PEXE — MBILICYHOW pU-
rugHocThiO [16, 17, 23]. MPT roloBHOT0 MO3Ta Ha paHHHUX CTa-
IIVISIX He BBISBIISIET M3MEHEHUIA, HO B O0JIee MMO3THIE CPOKU MO-
KeT 00HApYKUBAThCs YMEpPEHHAs! MO3XeuKoBas aTpodus [12].
JIMarHOCTUYECKUi allrOpUTM B Clyyae CIOpaguyecKuX Mo3-
JKEUYKOBBIX aTaKCUI NOJKEH BKJIIOYATh HE TOJNBKO CKPMHUHT
aHTu-GADG5, HO ¥ TIOMCK aHTUTEN K IMaIMHY M OHKOIIOMCK
C IIEJIBI0 MCKTIOUCHMS paKa MOJOYHOM Xene3bl (Y JKEHIIUH)
1 MEJIKOKJIETOYHOTO paka JIerkoro (y XeHIIMH ¥ My>K4YKH) KaK
3J7I0Ka4eCTBEeHHBIX HOBOOOPA30BaHMIA, Yallle BCETO 00YCIaBIH-
BAIOIIMX TapaHEeOIIaCTHYEKYI0 MO3XEUYKOBYIO IeTreHepaluio
[12, 13].

CuMITTOMaTHKa TIIOTEHOBOM aTaKCHM BKIIOYAaeT DPa3BUTHE
CPaBHUTENLHO HETpy0Oii CTAaTO-TOKOMOTOPHOM aTaKCUM, pe-
e — aucdaruu, pacCTpoiCTB Ta30BbIX (DYHKIIMIA, HAPYILEHUI
TJIyOOKOM YyBCTBUTECIBHOCTH, YTHETCHUS aXWIIOBBIX pediek-
coB, (pacuukynauuit u amuorpocduii [11]. IpumepHo y ueTBep-
TH TTAIIIEHTOB OTMEYAeTCsl CKPHITas MM CHMITOMAaTHUYECKas
[JIIOTEHOBAS] SHTEPOIATHsI (IUapesi, CHHIPOM MajibaOCOpOLIMH,
notepst Beca U T.1.) [11]. OnucaHo cHUXEHUE TUTpa aHTUTEN
K TJIyTaMar-IeKapOoKCWIa3e y MalHUeHTOB, MpUIePKHUBaI0-
HIMXCS AUETH C HU3KUM COAepKaHUeM ToTeHa [14].

JlumOMyeckuii sHnehauT

JInmOuyeckuii sHLEDATUT XapaKTepU3yeTcs TIO0CTPO Pa3BU-
BAIOIIMMUCS M3MEHEHUSMM JIMYHOCTH, CHUDKEHUEM TIaMSITH,
SMOLMOHANBHBIMY ¥ TIOBEICHYECKUMU HAPYIIEHUSIMU, OH Ya-
CTO COIPOBOXIAETCS TICUXOMPOAYKTUBHON CHUMITOMATUKOH,
TICUXOMOTOPHBIM BO30YXXKIEHUEM U JIe30pHEHTalNel, TeHepa-
JIM30BAaHHBIMU UM CIOXHBIMU MapLUUATbHBIMU MPUMAIKAMU
[6, 20]. BaxkHO MOMHUTB B TIEPBYIO OYEPEAL O BO3MOKHOM TTa-
PaHEOIIACTMYECKOM TeHe3e IHIedanuTa 1 0 TOM, YTO OH MO-
KeT pa3BUBAThCS HE TOJbKO B KaUECTBE MEPBOTO MPOSIBIEHUS
OTTyXOJTM, HO U Ha (hOHE JICUCHNUS paHee TMarHOCTUPOBAHHOTO
HOBoOOpa3oBaHus [12]. BaXXHbIM IMarHOCTUYECKUM METOIOM,
MOMMMO MUMMYHOJIOTUYECKOTO aHanu3a, aisiercs MPT, koto-
pasi B psifie cirydaeB OOHApYXUBAET YBEIUUCHNUE UHTCHCUBHO-
ctu curHania B pexumax T2 u FLAIR ot MenuanbHbIX OTIEIOB
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BUCOYHBIX IOJICH, pexe — TMIoTazamyca 1 0a3albHBIX OTIe-
JIOB JIOOHBIX mojieit [6, 20]. DOI 4yacTo BHISIBISIET 3aMeIICHIE
OUO03IEKTPUIECKON aKTUBHOCTH, TUddy3HOE Wi HoKanibHOe
(orpaHuYeHHOE JTJOOHBIMU WM BUCOUYHBIMU JONSIMHU), Ha (hOHE
KOTOPOTO PETHCTPUPYIOTCSI BCIIBILIKY MUK -BOJTHA.

CHMHIPOM PHTHIHOTO YeN0BeKa

CPY (anrn.: Stiff-person syndrome) mnposiBisieTcss Iporpeccu-
PYIOIEi MBIIIEYHON PUTHIHOCTBIO M 00JIe3HEHHBIMU CIIa3Ma-
MHU, TPEUMYILECTBEHHO BOBJIEKAIOUIMMK aKCHAIbHYIO MYCKY-
natypy. Cria3Mbl MOTYT TIPOBOLIMPOBATHCS Pa3HOOOPa3HBIMU
CEHCOPHBIMM CTHMYJIaMU (YCUJICHHAS CTapTI-peakiys M T'H-
TepaKIUIeKcus). Bo3MOXHBI TakKe 3acTBIBaHMS TP XOAKOE,
MOCTYpaJibHasi HEYCTOMYMBOCTD, ageHus [16, 20]. JunreasHo
COXPAHSIOIIUIACS TUIIEPTOHYC MBIIIILL YaCTO MTPUBOAUT K pa3BU-
THIO CKEJIETHBIX Je(opMarimii (ITaToJOTNIeCKUH TIOSICHUIHBII
TUTIEPIOPI03, aHKII03 cycTaBoB). [IpricoennHeHe CTBOJIOBOIA
(rmazomBUTaTEIBHBIC HAPYIIEHUS, AUC(Arusl, TU3apTPHsl), TTH-
pPaMMIHOM, BeTeTaTUBHOM (IIPody3HOE MOTOOTACICHNE, TaXH-
Kapausi, MUApua3, apTepuaibHas TMIepPTeH3UsI, HepOreHHbIi
MOYEBOI1 Iy3bIPh) CUMIITOMATUKN CBUICTEIBCTBYET O Pa3BU-
TUM TIPOTPECCUPYIOIIETO SHIIEDATOMUETUTA C PUTUIHOCTBIO U
MUOKJIOHUSIMU (aHTI.: Progressive encephalomyelitis with rigidity
and myoclonus, PERM), KOTOpBIif MOXET pacCMaTpUBATHC KaK
Ho3ojormyeckuii BapuanT CPY, Tak m B KauecTBe CaMOCTOSI-
TeJbHOTO 3aboneBanus |18, 20].

Yacrota BcTpeyaeMocti CPY B HacTosiee BpeMsi OLlEHUBAET-
S KaK OIMH CIy4yail Ha MUJUIMOH HacejaeHus. Bo3pact maHu-
(decrauuu Bapbupyet B nipeaenax 13—81 net. (cpeaHuit Bo3pact
46 J1eT), OHAKO ONMMUCAHBI PEAKME Clydau Ie0loTa B IETCKOM
1 Jaxe miuageHyeckoM Bo3spacte [3]. Cpean maLyeHTOB Ipe-
ob6nanator xeHiuHbl (2/3). ComyTcTByioIas ayTOMMMYHHAs
SHJIOKPMHHas natonorus BeisiBasgercs B 70% ciydae. TeueHue
uctuHHoro CPY, kak mpaBuiio, 0aronpusTHOe, KOMIeHCa-
LU COCTOSTHUS Ha (hOoHE TOI0OpaHHOM Teparuu 00ecreYrBaeT
BBICOKOE KaueCTBO KM3HU MAlMEHTOB ¥ MO3BOJISIET UM COXPa-
HSITH COIIMAILHO aKTUBHBIN cTatyc [9].

Jluaznocmuxa

B ocHoBe wuHCTpyMeHTanbHOU auarHoctuku CPY  nexur
ANIEKTPOMUOTpadusi, e¢ XapaKTepHBIA IATTePH OOYCIOBICH
TIOCTOSIHHOW TOHMYECKON aKTUBHOCTBIO NBUIATEbHBIX €IM-
HUII B TOKOE; TIPH 3TOM TUITUYHBEI HOPMaJIbHbIE CKOPOCTH pac-
MIPOCTPaHEeHUsI BO30OYXAEHUS 1O TepudepuyeckuM HepBaMm,
OTCYTCTBUE IIPM3HAKOB JEHEPBALMM M HOPMAJbHBIC XapaK-
TePUCTUKU TIOTCHIIMAIOB IBUTATENbHBIX CAMHUIL. AHTHTENA
K IJTyTaMaT-IeKapOoKcmitase BEIABITIOTCS Y 80—90% GOMBHBIX
(B OCTaJIBHBIX CITyJasX OOHAPYKMBAIOTCS aHTUTENA K aMpudu-
31HY, MuMHOBEIM penienitopam GlyR1, DPPX u np.) [20].

[MonreepxneHue nuarHo3a CPY sBnsercs cIoXHON| AuMarHo-
CTUYECKOM 3aaveil KaK BBUAY MOJIUMOP(U3MA KITMHIYECKUX
TIPOSIBJICHWIA CAMOTO CHHIPOMA, TaK U C Y4eTOM MHOT000pa3us
HEBPOJIOTUYECKUX COCTOSTHMIA, COMPOBOXAAIOIIMXCS TeHepa-
JIM30BAHHBIM IUCTOHMYECKUM TUIepKuHe3oM. CIeKTp pac-
CMaTpUBAEMBIX HO30JI0TUUECKUX (DOPM MTPU TPOBEACHUM TUD-
(depenumanbHoit muarHoctukyu CPY Bkiouaer:

— TOPCHOHHYIO TUCTOHMIO;

— IICHIXOTCHHBIE IBUTATETBHBIC PaCCTPOMCTBA,

— aTUIIMYHBIC MUEJIOTIATUH,

— MHTOKCHKALIMIO TeTAHOCIIA3MUHOM, CTPUXHUHOM;

— cuHapom Caroitoniu;

— HEPOMMOTOHMUIO;
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— 0one3Hp Mak-Apais (neuut MbleuHoit pocdopuasbl);
— (uOpOMHUO3UT;

— cKJiepoiepMuto byliike;

— Oone3nb bexrepesa.

BoruypHocth runepkune3oB npu CPY, ux mpoBouupyeMocTb
SMOIMOHANBHBIMU WJIM CEHCOPHBIMU CTUMYJIaMH, 9acTO pa3-
BUBAIOLIMeECs] y MaLMeHTOB aropadobusi U 00sI3Hb XOALOBI,
CBSI3aHHBIC C OIIACCHMEM BHE3AITHOTO Pa3BUTHS OOIe3HCHHOM
JTMCTOHUYECKON aTaku, MOTYT MPUBECTU K OLIMOOYHOM Iuar-
HOCTUKE MCUXOTE€HHBIX JBUTATEJbHBIX paccTpoiicTB. C 1LEbIo
YTOYHEHUS AMarHo3a BaKHO He TOJBKO IpHOerarb K MMMY-
HOJIOTMYECKUM U HeHpobU3MOJOTMYECKUM MeToAaM olcie-
JOBAaHUS, HO U TIOMHUTb O HEMOCTOSHCTBE U BapuabeIbHOCTU
JBUTATENIbHBIX TICUXOTEHHBIX (DEHOMEHOB, OTCYTCTBUU B HX
KapTHHE eVUHOI CTePEOTUTNM TUIIEPKUHE30B.

IeHepanm3oBaHHbBIC AUCTOHUH, OCOOCHHO peaKre (OopMEI Ta-
POKCU3MAJIbHBIX KMHE3UOTEHHBIX 1 HEKMHE3UOTEHHBIX JUCTO-
HUH, a TAKKe MUOKJIOHYC-TUCTOHWH, MOTYT OBITh OIIMOOYHO
pacuereHsl Kak CPY [2]. OtcyTcTBre TMCTOHMIECKUX THTIEP-
KMHE30B, TUCKUHE3UI, KOPPUTUPYIOIIUX KECTOB A0KHO 00-
pamraTh Ha ce0s BHIMaHUE CIICIINAIIICTA.

Takoe opdaHHoe 3abojeBaHue, Kak cuHapom Catoiouiu,
BKJTIOUAET B Ce0ST HE TOJIBKO MPOrPeCCUpPYIONTe 00Te3HEHHBIE
MIPUCTYIBI CYAOPOT MBIIIL, HO W AMapero, MaibadCcopOLuIo,
MHOXECTBEHHYIO SHIOKPUHHYIO ITATOJIOTHIO, aJOIEIHIO, TUC-
MEHOpelo, IPU3HaKK TM3paduuecKoro craryca (HU3KUN pocT,
aHOMaJlMu SMUQU30B, KUCTbl KOCTEH, aKpooCTeonu3, mepe-
JIOMBI, paHHee pa3BuTHe ocTeoapTpo3oB) [10]. 3abomeBaHme
paclieHrBaeTCs Kak ayTOMMMYHHOE M CBSI3aHO C TIPONYKIIMEN
aHTHHYKJIeapHbIx aHTuTen (ANA), ofHaKO €CTb COOOLIEHUS
o BoisgBiIeHur aHTH-GADG6S anTuTen B cinyyae cuHapoma Ca-
Toiomm [11].

HeiipoMroTOHMS B 11€IOM XapaKTepu3yeTcs JOBOJBHO SIPKOi
U CrielprUecKoil KIMHUKOM, 0OBIYHO TIO3BOJISIONIEH nd-
(bepeHLMpoBaTh € C IPYrMMM HEBPOJOTMYECKMMHU CUHIPO-
Mamu. [Tpy MMOTOHMM B MEPBYIO ouepenb oOpalaeT Ha cebs
BHHMMAaHKE BOBJICUEHME B MATOJOTMYECKUI MPOLECC NUCTANb-
HOW MYCKYJIaTypbl KOHEUHOCTE, HaTMuie MUOKUMUI U ac-
UUKYISIWNA, MAOTOHMYECKUX (DEHOMEHOB MpPHU IBIDKCHHUSIX
u nepkyccuu Mbimi [24]. HakoHelr, BbIpaxkeHHOCTh MbILIEY-
HOTO TMIIEPTOHYCA AaXe MPU UIMTEIbHO MTPOTEKAIOILEe MUOTO-
HUY HMKOTOA He JOCTUIaeT TOi CTerneHu, Kakas HabmoaaeTcs
yXe cryctst Mecsibl oT MaHu@ectauun CPY, u He npuBoAUT
K (hOpMUPOBAHUIO CTOMKMX CKEJIETHBIX aeopmMaliuii [24].

CucTeMHBII TIIMKOTEHO3, M3BECTHRIN B MEAUIIMHCKOM TUTEpa-
Type Kak 60j1e3Hb Mak-Ap/Jis, peacTaBiseT coboit Hacaenye-
MBI QyTOCOMHO-PELECCUBHO AeUIMT MbliIeyHO# (ochopu-
Jia3bl, 0OYCIOBIEHHBIM TOUKOBBIMU MyTaLMsIMu B reHe PYGM
[8, 25]. CocTaBnstiomniye «Iapo» KIMHIYECKON KAPTHHEI 60JIe3-
HEHHBIC MBIIIEYHBIE CYTOPOTH BCETa MPUBOIIT K MUOTIO0M-
HYPMHU KaK MPOSIBIEHMIO PAacTIPOCTPAHEHHOTO pabooMUONuI3a,
TIPUYEM CTENIeHb BHIPAXXCHHOCTH MUOTTIOOMHYPUH BapbhUpYeT,
B 0C000 TSDKEIBIX CITy4asix MPOBOLMPYSI Pa3BUTUE OCTPOIA MO-
YeYHOI HeI0CTaTOUYHOCTH [8§].

JIns cKITepoIepMUIECKOM TPYITITBI CUCTEMHBIX COETUHUTEITh-
HOTKAHHBIX 3a00j1€BaHUil, MOMUMO 6ose3Hu byike BKIO-
yalolieil TakXe CUCTEMHYIO CKIECPOIEPMMIO, OrpaHMYCHHbIE
opMBI cKIepomepMuK, 303MHOMMIBHBIN (hacluT, BTOPUY-
HYI0 MHAYLMPOBAHHYIO (B T.4. MapaHEOMJIaCTUUECKYIO) CKIIe-
POIEPMUIO U TICEBIOCKIEPOAEPMUIECKUE CUHIPOMBI, BCETIA
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XapaKTePHBI MOPaXEHUS KOXHU B BUAE (GOPMUPOBAHUS T (D-
(by3HOTO WM OTpaHUMYEHHOTO YIJIOTHEHMSI C TOCIEAYIOIUM
pasBuTieM pubpo3a u atpodueil mopakeHHbIX y4acTKoB [1].
bonbHbIe XanyroTcsl Ha MOCTOSIHHYIO, 0€3 MPOBOLUPYIOIINX
(baxTopoB (3a ucknoueHueM PelitHo-mog00HbIX (heHOMEHOB B
HEKOTOPBIX CIy4Yasx), CKOBAHHOCTb IIPY IBMKEHUSX, TIyBCTBO
TTOBEPXHOCTHOTO CTSATMBaHUA Koxu. [TopaxeHHas Koxka Ha-
TSHYTas1, OleqHas WU CJIeTKa CHHIOIIHA, C TPYIOM cobmpa-
€TCsl B CKJIAIIKY.

AHKUIO3MPYIOLINI crTOHAuI0apTpuT (0oje3Hb bextepeBa) —
CHCTEMHOE XPOHMYECKOE BOCTIATMTENLHOE 3a00JIeBaHNE CyCTa-
BOB U ITO3BOHOYHMKA, OTHOCSIIEECS K TPYIIIIE CEPOHETATHB-
HBIX MOMUAPTPUTOB. OTIMYUTEIbHBIMU €r0 OCOOEHHOCTSIMU
SIBJITIOTCSL 00K B 00JIACTH KpeCTIa W TOSICHMIIBI, CKOBaH-
HOCTb, KOTOPBIE BO3HUKAIOT B IIOKOE, OCOOCHHO BO BTOPOIi
TOJIOBUHE HOYM U OIIVIKE K YTPY ¥ YMEHBIIAIOTCS TIPH JIBIKE-
HMSIX U yIIpaxHeHusix [7]. XapakTepHbl Takxke ycuaeHue 0011
B IIEpUOJI ITOKOSI M BO BpeMs CHa, GopMHpOBaHUE HEOoOpaTH-
MOH TYTOIIOOBIZKHOCTH ITO3BOHOYHMKA, HAIPSLKEHUE MBIIIIT
C MOCTeNneHHOM uX atpodueil. B aMarHocTyke 3HaUMTENbHYIO
POJTb UTPAIOT METOMIBI HEMPOBU3YATM3AIIMH , TIO3BOJISTIONIIIE 10-
CTaTOYHO PaHO BBISIBUTH aHKMJIO3UPOBAHKE MEKITO3BOHKOBBIX
CYCTaBOB.

Jleuenue

K ocHOBHBIM IpenapataM cuMnToMmatudeckoil Tepanuu CPY
otHocsATcds TAMK-epruueckuie cpeacTsa, mpexjae Bcero 6eH30-
IMA3eTIMHEI (IMa3enam, KioHasenam) 1 6aknodeH, O10KUpyro-
1I1e YCUJIEHHYI0 aKTUBHOCTh CIIMHAIBHBIX MOTOHEPOHOB [20].
[IpemapaToM BEIOOpA SBIIAETCS Tra3eIIaM, KOTOPBIN MOXET Ha-
3HayaThCsl Kak B BHAE MOHOTEpANuu, TaK U B KOMOMHALIUM C
KJIOHa3enaMoM M 6akinodeHoM. duranazoH 3¢ GbeKTUBHBIX 103
BEJIMK ¥ OTPaxaeT pa3IMIHYI0 MHANBUIYAIbHYIO YYBCTBUTE/Ib-
HOCTb 00sbHBIX. [IpuMeHeHue eBeTUpalieTaMa, OCHOBaHHOE
Ha ero crocodHoctu obneryath TAMK-epruueckyio nepenauy,
MPOJAEMOHCTPUPOBATIO CBOIO 3GhGhEKTUBHOCTh B JIEUCHUU HE
toneko CPY, Ho u cuanpoma PERM [19]. AHTHampeHeprude-
CKU€ cpeacTBa (TU3aHUINH, KITOHUIMH), KaK MPaBUiIo, He Ja0T
0XMIAEMOT0 KJIMHUYECKOTO 3(dekTa. B TsoKemnbix cydasx, pe-
3UCTEHTHBIX K CTAHAAPTHOMY JICYEHHUIO, BO3MOXHO ITOBTOPHOE
MHOTOKPATHOE BBEICHNE B MTApacITMHAIbHBIE MBIl OOTYIIO0-
ToKcrHa THIa A. KoppeKIms ComyTCTBYIONNX SHIOKPHMHHBIX
HapyLIeHUIl UIpaeT He MEHee BaXHYIO POJib U TaKXkKe MOXET
YMEHBIIATh BHIPAXXCHHOCTh PUTUIHOCTH M MBIIICYHBIX CIa3-
MOB.

B neuenvin CPY Hanm cBoe mpruMeHeH1e TakKe KOPTUKOCTE-
pounsl [21], mnasmadepes ¥ BHYTPUBEHHOE BBEIEHUE UMMY-
HormoOynuHa [V-Ig [22]. Tpu HeaddeKTUBHOCTH yKa3aHHbBIX
Mep B TSDKEJBIX Cy4yasXx BO3MOXHO UTUTEbHOE MPUMEHEHHUE
LUTOCTATUKOB (a3aTUONPUH, IMKI0hochaMu, MUKODEHOAT,
putykcuma0o) [20].

Kaunuueckue npumepot

B TeueHne mocnemHero roga B V HEBPOJIOTHIECKOM OTICTCHIH
HayyHoro 1ieHTpa HeBPOJIOTMU HAOIIOAANUCh TPU HALMEHTKI
¢ uauonaruyeckuM CPY (tabs. 1). Bo Bcex ciyyasix 3a0oneBa-
Hue Je0I0THPOBAIIO II0I0CTPO, Ha (POHE OTHOCUTEILHOTO COMa-
THYECKOTO 3I0POBbsl M KIMHUYECKM XapaKTepH30BaloCh MPO-
TPECCUPYIONICH MBIIICYHON PUTHAHOCTHIO U 0O0JIE3HEHHBIMU
TOHMYECKMMHU CIa3MaMK aKCHaJIbHON MYCKYJIATYpbl, YCHJIM-
BAIOIIAMIICS ITOJ BO3IEUCTBIEM PE3KUX CBETOBBIX, 3BYKOBBIX 1
IPYIUX HEOXMIAHHBIX CTUMYJIOB.
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Tabnuua 1: KnuHuyeckast XapakTepucTuka 00C/1e/10BaHHbIX NALMEHTOB.

K., 32 ner M., 33 ner | C., 54 ner
AnurensHocTe 2 mecqua 3 mecsiua 4ropa
3aboneBaHus
KITMHWKA
TUNEpTOHYC
napaeepTeOpabHbIX + " +
MBILLILL HUXHErPyAHOTO
1 BEPXHEMNOSICHUYHOTO
OT/1E/10B MO3BOHOYHMKA
TUNEPTOHYC NPSIMbIX + N +
MBILLIL, XMBOTA
+
TUNEPTOHYC MbILLILL PYK | (MPOKCUMabHast - -
rpynna)
+
TUNEPTOHYC MblLLILL HOP - (npuBoASLWE -
MblLLLbI 6efpa)
MOSICHUYHBINA + + +
runepnopao3
OrpaHu4eHue
06bema JBUXEHUI
B HUXHErPYAHOM K +/- + ++
MOSICHUYHOM OTZieNax
M03BOHOYHMKA
HapyLLeH1e Xofb0bl - - ++
(T:;E ;:Z"SG'QDEZ?M“) >1000 E/mn | 268,3Emmn | 787,4 Eajuan
AYTOUMMYHHBbINA
CUHAPOM TUPEOUIUT;
TUPEOTOKCUKO- | KPUNTOreHHas ayToum-
ConyTcTBytoLIas . N o
HaTOROTVS 33; ,EI.VI¢¢Y3HI:IVI anunencus MYHHbII
TOKCWYECKMIA | CO CNOXHBIMU |  TUPEOUAMT
300 | cTenenn | napumanbHbiMun
npunagkamm
MeXbsiaepHas
opTanbMo-
CvmMnToMb! «-+» - - fnera,
npaBocTo-
POHHMIA C-M
BabuHckoro
[uasenam K/IOHa3enam
20 mr/cyr, 7 mr/cyT,
[Zvasenam GaknodeH neBeTn-
Tevetite 30 mr/cyt 30 mr/cyr, pauetam
6aknocdeH KnoHasenam 750 mr/cyT,
50 mr/cyt 1 mr/cyT, Kno3anuH
nesetmpaueTam | 6,25 mr/cyt
1750 mr/cyt

Bce GonbHbIe MpoLLIM KOMIUIEKCHOE OOCIenoBaHKMEe, B paM-
KaX KOTOPOTO OBUTM BBITIONHEHBI HEWPOBU3YaTHM3aIlVs
(MPT romoBHOTO MO3ra, IIEHHOTO, TPYTHOTO M IOSCHUIHO-
KPECTLIOBOTO OT/EJOB IMO3BOHOYHMKA M CIIMHHOTO MO3ra),
VIIBTPa3BYKOBOE HCCICHOBAHAEC OPTaHOB OPIOIIHON IIONOCTH
U MaJIoro Ta3a, peHTreHorpacdusi opraHOB TPYIHOM KIETKH,
ajieKTpoaHLedanorpadus, anektpomuorpadus. Jlabopatop-
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puc. 1: AMEKTPOMMUOrpacs: PerucTpMPYETCS NOCTOSHHAS, PABHOMEDHAS aKTWBHOCTb BUTATENbHbIX EMHMLL 663 NPU3HAKOB «3ANMOBOCTHY, C NOTEHLMANAMY, NAPAMETPbI KOTOPHIX
HAXOIATCA B MPEMENAX BO3PACTHOM HOMb.

puC. 2. TIORCHUYHbIA rUNepROPLO3, MNEPTOHYC MbILLL| XVIBOTA 0 1 HA OHE NIeYeHMs.

Hble MCCJIENOBaHMs BKJIIOYand: oHKoMmapkephl (PDA, ADII,
XTY, CA 125, CA 15-3), antuHeitpoHanbHble aHTuTeAa (Hu,
Yo-1, CV2, PNMa2, Ri, AMPH), mblitieursie MapKepsl (Kpea-
TUH(hOCHOKMHA32, MUOTJIOOMH), PEBMATOJOTMYECKUE MPOOLI
(peBmaronoruyeckuii paktop, C-peakTHBHBIN OeoK, pudpu-
HOTeH, aHTUCTPeNTOM3UH — O), TOPMOHBI HIUTOBUIHOM U Ta-
PAIIMTOBUIHON Xeje3, pyTUHHBIE JIJAOOPaTOPHBIE MCCIIEN0Ba-
HUS KpOBH ¥ MOYM. Bo Bcex ciydasx 3HaUMMBbIC OTKJIIOHEHUS
OT HOPMBI OBITH BBHISIBJICHBI TOJIBKO TI0 TAHHBIM 3JICKTPOMHUO-
rpaduu (puc. 1) u ananusa Ha antu-GAD6S aHTHTeNna, YTO B
KOHEYHOM UTOTe MOCIYXUIO0 KPUTEPHEM ITOCTAHOBKM TMAarHO-
3a. TuTp aHTHTEN HE NEMOHCTPUPOBAT BUANMON KOPPENSIIIMN
¢ (DeHOTUIIOM U BBIPaXKEHHOCTHIO KITMHUYECKMX MPOSIBICHUIA.

[Momxom K Tepamuy COOTBETCTBOBAI OOIICTIPUHSATHIM B MM-
POBOM METUIIMHCKOW MpakTuUKe craHaapTam JedeHus CPY:
Bce OOJIBHBIC IMOTyJaNy OEH30IMA3elMHBI; B KayecTBE IO-
TOJIHUTENIBHOM Tepanuy MPUMEHSTMCh MUOPETaKCaHT LeH-
TPaJBHOTO HEHCTBUA 0AaKIO(pEeH U IPOTUBOIIMICIITUYECKUI
npermapar gepetuparneram. Y mamueHtku K., 32 mer, (puc. 2)
1 mauueHTKu M., 33 5eT, MOXHO TOBOPUTDH O KJIACCUYECKOM,
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Haubosee xapakTepHoM ciydyae CPY — ¢ xopoiueii peakuuei
Ha MPOBOIMMYIO TepaIuIo U OBICTPOii KOMITEHCALIUE! COCTOsI-
Hus. Tpetnit knmuHWYecKuii mpuMmep (manuentka C., 54 ner)
MOXET ObIThb PACIIEHEH KaK «[TPOMEXYTOUHas» (opma MExXIy
CPY u cunnpomom PERM. [lo obpaienust B HayuHblit ieHTp
HeBpoJioruu manueHtka C. monydyania ceaHchl IiasMadepesa,
TyJIbC-TEPAIUIO MPEIHU30JI0HOM, OTHAKO MMHUMAJTbHBII KJTH -
HUYECKUI 9PPeKT oTMeUacsl TOIbKO Ha (PoHE mpuema Kiio-
Hazernama. Ha MOMeHT obpaliieHust B Halll IEHTP OHa C TPYAOM
o0cTyxuBaa ceds1, MOIJIa IIePeIBUTATLCS TOIBKO C TIOCTOPOH-
Hell ToAnepKKoi. 3HAYMTEIbHOE YIyUIlleHE COCTOSTHUS OBLIO
JOCTUTHYTO TIOC/Ie Ha3HAYEHUsI JIEBeTUpalleTaMa U MaJbIX 103
ATUIIMIHOTO HEMPOJIeTITHKA KJIO3aIIMHA, 00JIaIal0Iero TakxKe
AHTHMAETIPECCUBHON aKTUBHOCTBIO B COYETAHWM C BBHIPAXEH-
HBIM CHOTBOPHBIM, CETaTUBHBIM, HOPMOTHMUYCCKUM M aHK-
CUOJIUTUYECKUM JICHCTBUEM.

3akmoyenue

CymecTByioniee pa3Hoo0pa3rde aHTUTEHHBIX MUILEHEH, BO3-
MOXHOCTb IPOAyKLUMK aHTU-GADG6S5 aHTUTEN KaK MpY UAKO-
MaTHYEeCKNX, TaK W TIpU IApaHEeOoIUIACTUYCCKMX BapHaHTaX
00CYXIaeMbIX CUHIPOMOB OMPENENSIOT KIMHUYECKUA MOJH-
MOpP(HU3M U BO3HUKAIOLINE TUATHOCTUIECKIE TPYTHOCTH.

BrisiBnenune antuten K GAD65 B cHIBOPOTKE KPOBHM — JOCTYII-
HBIA Ha CETOAHS AMATHOCTUYECKUIA TECT, KOTOPHIA BBIIOIHSI-
eTCsl ¢ TOMOIIbI0 PATUOMMMYHHOTO aHajau3a WM MMMYHO-
cepbentHoro 3u3uMHoro metona (ELISA); crenyer momMHuTS,
OIIHAKO, O CYILECTBOBAaHMU CepOHeraTUBHbIX (hopM. [TpumeHe-
HUE UMMYHOJIIOTMYECKMX TECTOB, KOPPEKTHAS MHTEPIPETALMS
MOJIYYSHHBIX DPE3YJIbTaTOB U COIOCTABICHME MX C JaHHBIMU
HepOoBU3yaTM3aMOHHbIX U 3JEKTPOGDUZNONOTUYECKUX METO-
JIOB 00C/IeIOBaHUS TTIOMOTAIOT HE TOJNBKO B PEHICHIH THATHO-
CTUYECKHUX 327124, HO CIIOCOOCTBYIOT OOHAPYXEHUIO 3aBUCUMO-
CTH MEXIY YPOBHEM 3KCIIPECCHU aHTHUTEI U Pa3HO0Opa3ueM
KJIMHUYECKMX MTPOSIBICHUIA.
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The range of neurological syndromes associated

with glutamic acid decarboxylase antibodies

M.Yu. Krasnov, E.Y. Pavlov, M.V. Ershova, S.L. Timerbaeva, S.N. Illarioshkin
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Neurological syndromes caused by production of antibodies to
glutamic acid decarboxylase (GAD65) are a relatively new area
of modern clinical neurology, which is of great theoretical and
practical interest. High titer of identified antibodies is a not al-

ways specific, but highly sensitive, marker for autoimmune CNS
disorders. The authors present their own clinical observations
and an analysis of the literature on a wide phenotypic range of
GAD65-associated pathologies.
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