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Amakcus, accoyuuposannas ¢ aumumenamu Kk erymamamoexapookcunasze (GAD), seasemesn pedko duaznocmupyemvim, HO NOMEHUUANbHO
UzNeUUMBIM 3A001€6AHUEM, CEAZAHHBIM C AYMOUMMYHHbIM NOpaxdcenuem u 2ubeavio kaemok Ilypkunve kopor mozuceuxa. Hamu enepevie
6 Poccuu npusedenvt onucanus mpex cobcmeenHbiX HaOAO0eHUIl 0AHHO20 3a001e6aHUs, KOMOPble UMeAU PS0 KAUHUYECKUX 0coOeHHocmell,
MaKux KaxK meoneHHoe npoepeccuposanue, NecKds CMeneHsb bipaliCeHHOCIMU AMaKcuu, UHCYAbMon0000Hble INU300bl CO CMBON0B0U CUMNIMO-
Mamukoii, COnymcmeyouas 4yecmsumenbHocms K eniomeny, dedrom amaxcuu nocae eenamuma C ¢ eemuamarcueil u eemuampoghueti noay-
wapus mos3xnceuxa. Beem nayuenmam ouaeros 6vin 8epupuyupos8an Ha 0CHOBAHUU OnpedeeHus ebicokux mumpos anmumen k GAD e cvi6o-
POmKe Kpogu U yepeGpoChuHanbHoll Jcuokocmu. Y ecex nayuenmos Hauleil 6bl00pKu omcymcmeosan UHMpameKalbHblil CUHMe3 0AU2OKA0-
HANbHBIX aHMuUmMen, ypoeeHs beaka u uumos oviau 6 Hopme. [lyavc-mepanus MemuinpeoHu3010HOM 8 CYMMAapHoil doze 3—5 e 6 00HOM cayuae
(v nayuenmiu ¢ no00CmMpuiM HA4aA0M 3a001€6aHUSA) NPUBENA K HE3HAYUMENbHOMY YMEHbUEHUIO AMAaKCUll, 8 08YX Opyeux cay4asx (nayueH-
Mbl ¢ NePEUHHO-XPOHUMECKUM meveHuem) neverue 0bino Heagpexmusnobim. [Ipuseden anaiuz aumepamypol ¢ oceeuieHueM NAMo2eHe3a, Kau-
HU1eCKoll KapmuHbl, a makjice mpyoHocmeil OUAZHOCMUKU U Ae4eHUss OAHHO20 MUNA amaxkcull.
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Anti-glutamic acid decarboxylase (GAD) antibody-associated ataxia is a rarely diagnosed but potentially curable disease associated with
autoimmune damage to and death of Purkinje cells in the cerebellar cortex. In Russia, the authors have provided for the first time descriptions
of three own observations of this disease, which had a number of clinical features, such as slow progression, mild ataxia, stroke-like episodes
with stem symptoms, concomitant gluten sensitivity, onset of ataxia after hepatitis C with cerebellar hemiataxia and hemiatrophy. In the all
patients, the diagnosis was verified based on the determination of high anti-GAD antibody titers in serum and cerebrospinal fluid. All the patients
lacked intrathecal synthesis of oligoclonal antibodies; protein levels and cytosis were normal. Pulse therapy with methylprednisolone at a total
dose of 3—5 g led to a slight reduction in ataxia in one case (a female patient with subacute onset of the disease); the treatment was ineffective
in two other cases (patients with a primary chronic course). The paper analyzes the literature covering the pathogenesis and clinical presenta-
tions of this type of ataxia, and difficulties in its diagnosis and treatment.
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AyTOMMMYHHbIE aTaKCUU — OOIIMpHAas Tpyrmra mpuood-
PETEHHBIX PACCTPOUCTB PaBHOBECUSI U KOOPIAMHAIIUU TBUXKE-
HUIA, 0OYCJOBJIEHHBIX BBIPAOOTKOI ayTOAHTUTEJ, CBSI3bIBAIO-
LMXCsl, B OOJIBLIMHCTBE CJIyyaeB, C aHTUreHaMu KieTok [lyp-
KUHbE KOpbl MO3XeuKa, YTO TNMPUBOAUT K UX rudenu [1].
B xpynmHOM MpocneKTUBHOM UCCIEI0BAaHUMU CPEIU NalUeHTOB
C XpOHUYECKMMU aTaKCUSIMHU [OJIs ayTOMMMYHHBIX aTakcuit
coctaBuia 32%; HanboJiee YacThIMK U3 HUX SIBJISLIUCH: TITIOTE-
HoBast (27%), mapaneoruiactudeckas (3%) u acCOLMUPOBAH-
Hasg ¢ antutenamu (AT) K riyramataekapOokcuiaase (aHTH-
GAD-A; 3%), pexxe BcTpedaeTcst MO3KEUKOBbBIN BapUaHT 9H-
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uedanonatun Xamumoro [2]. BaxkHOCTh CBOEBpEeMEHHOM K-
arHocTuku aHTU-GAD-A o0yciioBjieHa BO3MOXHOCTBIO MPO-
BEJIEHUSI UMMYyHOTepanuu, 3pdeKT oT KoTopoii Hanbdosee Bbl-
paxkeH B HaYaJbHbIX cTaAusIX 3a0oeBaHusl. B cBsi3u ¢ oTHOCH-
TEJbHON PEIKOCTbIO U OTCYTCTBUEM CIIeLIMbUUECKUX CUMIITO-
MOB OTMEYaeTcsl HU3Kas OCBEIOMJIEHHOCTb OOJbIIMHCTBA
MPAKTUKYIOIIMUX Bpayel O TaHHOW aTaKCUU, HECMOTPS HA BO3-
pacTalolyio JOCTYITHOCTh TA00PaTOPHBIX TECTOB IJIST BBISIBIIE-
Hus AT k GAD. IIpuBonum onrcaHue TpeX KIMHUYECKUX Ha-
omoaeHuit maureHToB ¢ aHTU-GAD-A, neyuBimuxcs B Hayu-
HoM 1ieHTpe HeBposornu (HLIH) B mepuon ¢ 2018 mo 2020 .
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Y Bcex MmauMeHTOB IUMarHo3 OblT Bepu(pUuUIMpoBaH Ha OCHOBA-
Huu onpeaeiaeHusi AT Kk GAD B chIBOpOTKE KPOBU U 1ieped-
pocnuHanbHOU xuakoctu (LLCXK).

Hauuenmra 4., 53 nem, npedessasna xcarodv. Ha wam-
Kocmb npu xo0bbe, dgoenue, Opodcanue pyK npu yeaeHanpasieH-
HbIX Oelicmeusx, yxyoweHue nouvepka. Jlebrom 3abonesaHus —
6 50 n1em, Ko20a 6He3aNnHO pa3gUAOCH CUCHEMHOe 201080KpYiceHUe,
nosigunocey dgoenue. B meuenue 2 ned eonogokpysicenue ymeHouil-
A0Cb, 00HAKO 00abHAS cmana ommeuams yXyoduleHue nouepKa,
wamkocms npu xo0wvbe; 0soenue coxpansnocs. bouiu uckarouenst
MUQCMeHUsl, 04ae208ble NOPAdNCeHUsl MO3JCeUKa U CMEoad Mo3ed.
Maenummno-pezonancnas momoepaghus (MPT) eonoenoeo mo3zea:
e0UHUHUHble 04a208ble USMEHEHUs 6 Belyecmae 00AbUUX NOAYULAPULL
20/106H020 M03ed, 6eposmHo, cocyducmoeo eenesa (Fazekas 1).
Illamkocmy npu xo0vbe nocmenento ycuausanace. locnumanusu-
posara ¢ HIIH ¢ duaenozom «no30Hsas mMo3oceukosas amarkcus».

Conymcemeyioujue 3a601e8anus: eunepmonuieckas 601e3Hb
1l cmaduu, 2-it cmenenu, puck 3; caxapwiii duabem (CI) 2-e0 mu-
na ¢ 48 aem (npunumaem mem@opMuH, eAUMEenupud); olcupeHue
1-ii cmenenu.

Hesponoeuueckuii cmamyc: enasuvie ujeau D<S, spauku pas-
Hote. Qbvem 08udCceHUll 2AaA3HbIX A0A0K NOAHDBLIL, 20PUOHMANbHDLLL
MeAKoamnaumyOHblil HUcmaem, 60abvule npu 8324s0e 61e60; 6epmu-
KaAbHbLI HUCMaezm npu e3ensade 6Hu3 u esepx. Ilpepvisucmoie meo-
AeHHble credsuue 08UdICeHUs 2Aa3HbIX 2010K. Junionus npu 632ns-
de npsamo u 6 cmoponsl. Cenadcena npasas HOCo2yOHAs CKAAOKA.
Jleexas dusapmpus (ckanduposanue). Ilarvyerocosyro npody évi-
noausem c AeeKUM UHMEHUUOHHbIM MpeMopom u ducmempuell,
S>D; namouHo-KoseHHyio npoby — ¢ UHMEHUUOHHbIM MPEeMOPOM
caeea. B npobe Pombepea neycmoiivusa. Iloxodka Ha pacuupenHoil
baze, amakcu4eckas,; maHoemHas xoovba — e bonree 3—4 waeos.
[lo wxanram oyenku amaxcuu: SARA — 5,5/40 6ainos, ICARS —
26/100 6annos.

Jlonoanumenshoie o6caedosanus: obueKAUHUYeCKUe aHanu-
36l KPOBU U MOUU — 8 NPedenax HopMbl, 3a UCKAIOUEeHUeM cunepea -
Kemuu 0o 11,8 mmonv/n, eauxuposannwiii cemoanooun — 8,1%. Tu-
peomponnviit 20pmor (TTI), AT k mupeoneporcudaze (TI10) u AT
Kk mupeoenobyauny (TI) — 6 nopme. AT k eauaduny (IgA) —
61,7 ME/ma (nopma <25 ME/mn), 6e3 kaunuxo-1a60pamopHbix
npusnakos sumeponamuu, AT k eauaduny (IgG), AT k sndomu3uro
(IgA), AT k mkanesoii mpancenymamunase (IgG+IgA) — 6 Hop-
me. Anaaus kposu na AT k GAD (IgG) >2000 ME/ma (nopma
<10 ME/mn). Anaauz LCXK: yumo3s, benok u earokosa é Hopme,
1-it mun cunmesa IgG (noaukaonanrvhwiii IgG 6 cvieopomke Kposu
u 1ICK), AT k GAD (IgG) >1000 ME/ma (nopma <5 ME/mn).

[Ipogedena nyavc-mepanus mMemuanpeoOHU3010HOM 8 CyM-
mapHoii doze 5000 me, ommeuena He3HAUUMENbHAST NOAONCUMENb-
Has OuHamMuka 6 eude YMEHbUIeHUs 6bipANCeHHOCMU AMAaKCuu
(SARA — 5,0/40 6annos, ICARS — 21/100 b6annos). Om nasnaue-
HUsT nepopanvHuix gopm enokoxkopmukoudos (I'K) peuieno 6030ep-
Jcambues U3-3a HU3KOU npugepoiceHHocmu nayuenmiu aeveruio C/J
U KOHMPOAIO 2AUKeMUl; peKoMeHO08aHb npogedeHue bicOK000s-
eMHO020 naasmagpepesa, besenromernosas ouema (Kamamue3 Heu3ge-
cmen).

Ilayuenmra 4., 67 aem, cocnumanusuposarna ¢ HI[H ¢ nca-
n0bamu Ha wamkocms npu xodvbe, nepuoduteckoe 08oeHue, 00-
wyr caabocmo.

He3snauumensHoie wiamkocms u Heycmou4ugocms npu xo0b-
be becnokosm ¢ 65 nem, nocmeneHHo HapyuieHus NOX00KU npo-
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epeccupoganu, noseuaocy deoerue, obujas caabocmo. IIposoodu-
ao0ch obcaedosanue Ha ambysamopuom smane. MPT 2on06H020
Mo3ea: eQUHUUHbLE ouaeu 8 Oeaom eujecmae 00AbUUX NOAYIAPU,
gepoamuee aceeo, cocyoucmoeo eereda (Fazekas 1). C yeavio uc-
KAHUeHUs NapaHeonaacmuieckoll 0eeeHepayuu Mo3iceuKa npoge-
den cmaHOapmHbulii OHKONOUCK, UCCAe008aHUe OHKOMapKepos (pa-
K080-9MOPUOHANbHBLIL AHMUSEH, XOPUOHUYECKUI 20HAOOMPONUH
uenogeka, anrvgha-gpemonpomeun, CA 19-9, CA 15-3, CA 125) —
pe3yavmamsl OMpulyamendvHovle, AHMUHEUPOHANbHbIE AHMUMend
(naiin-610m) He oOHapyxcenvl. Doauesas Kucioma, GUMAMUH
B, — 6 Hopme.

Conymcemeyouiue 3a004e6aHUs: cUNePMOHUYECKas 00Ae3Hb
11l cmaduu, 2-ii cmenenu, puck 3; amepockaepos bpaxuoyedanb-
HbIX apmepuii, cMeH03 NPagoll 8HYMpPeHHel COHHOU apmepuu
45—50%, opyeux apmepuii — do 30%; ducaunudemus; aymoum-
MYHHbII mupeoudum, npunumaem L-mupokcun 50 mxe/cym; moue-
KameHHas 004e3Hb.

Hesponaoeuueckuii cmamyc: eopu30oHMAaAbHbLI MEAKOAMAAU-
myOoHbLil HUCMaeM, boabule npu 8321s0e 81e60; 6ePMUKANbHBLI HU-
cmaem npu 63ens0e 6eepx. Illpepvigucmole MmeonerHble caedsujue
deudicenus enasHvlx 1010K. Peuv u enomanue ne napywenst. [lano-
UEeHOCO8YI0 NPOOY BbINOAHACH C AC2KUM UHMEHUUOHHBIM MPEMOPOM
u ducmempueii, S>D; namouHo-K0AeHHYIO NPOOY — C YMEPEHHbIM
UHMEHYUOHHBIM mpemopom u ducmempueli, S>D. B npobe Pombep-
ea Heycmotuvuea. Iloxodxka na pacuupenHoli 6aze, amakcu4eckas,
mandemuas xoovoa Heeozmodcna. SARA — 10/40 6annos, ICARS —
31/100 6annos.

Jlonoanumenvhoie 00ca1edo6anus: oOueKAUHUYECKUE AHAAU3bL
kposu u mouu, TTI — 6 npedeaax nopmot. AT k TIIO — 591 mMe/n
(nopma <50); AT k TT' u AT k eauaduny (IgG, IgA) — ne o6Hapyice-
nol. Anaausz kposu na AT k GAD (IgG) >2000 ME/ma. Ananus
LICK: yumos, beaok u eaokosa 6 Hopme, 1-ii mun cunmesa IgG,
AT k GAD (IgG) >1000 ME/ma.

IIposedenvt enympusenHvle UH@Y3UU MeMUANPEOHU30N0HA
6 cymmaproii dose 3000 me, nyavc-mepanus conpogoxncoaracs no-
BblUUECHUECM 3HAYEHUI aPMepUdanbHo20 0a6AeHUs, GbICOKUMU NOKA-
3amenamu eauKemuu U cyO0seKmueHo NA0XOU NepPeHOCUMOCHIbIO,
be3 ynyuwenus 6 Hegponoeuteckom cmamyce. Pexomendosaro npo-
6edeHuUe 8biCOK000BEeMHO20 nAaMagepe3a Uulu HympUgeHHoe 6ge-
deHue uen06eueck020 UMMYH02A00YAUHA (KamamHe3 Heu36ecmen,).

Ilayuenm b., 57 aem, nocmynua ¢ HI[H ¢ xcarobamu Ha
QUCKOOPOUHAUUI OBUMICEHUI 8 NeBbIX KOHEUHOCMSX, HeYemKOCHb
peuu.

C 54 2em ommeuaem nosigaenue u nOCMeneHHoe HapacmaHue
duckoopounauuu 6 aegoii Hoee («Hoea Kak He ceos»). C 55 niem —
3ampyOHeHUs: npu GbINOAHEHUU MOHKUX O8UNCCHUL N€80ll PYKOIl,
Heuemiocms pevu. JlaHHas cUMRMOMAMUKQ COXPAHAeMcsl K MO-
menmy eocnumanuzayuu. MPT eonoenoco mosea: caaboe pacuiupe-
Hue 60p0o30 1€6020 NOAYUWLAPUS MO3ICEUKA, ACUMMEMPUs OOK0BbIX
AHcenydouK06 (Cm. pUCYHOK).

Conymcmeyroujue 3a601e6anus: 6 48 nem o6HapyiceH supyc-
notii eenamum C ¢ He3HAYUMENbHOU AKMUBHOCHbIO U MANCENbIM
¢pubpo3om neuenu, Ha Gorne KOMOUHUPOBAHHOU Mepanuu ommeua-
AaCh HOPMAAU3AYUS OUOXUMUYECKUX NOKa3amenell, 6UpyCcHas Ha-
epyska coxpansaace. B 51 200 npowen kypc mpoiiHoii npomugogu-
PpYycHoll mepanuu (n3eunmepghepor arvgpa-2a, pubasupuH, meaa-
npeeup), 00CmueHyma noaHas saumurHayus eupyca. lunepmonuye-
ckas 6one3uv [ cmaduu, 2-ii cmenenu, puck 3; amepockaepo3s 6pa-
Xuoueghanohvix apmepuil, cmerosvt 00 30%; XpoHuuecKuil NaHKpe-
amum, pemuccus.
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Maenumno-pe30HancHas momocpamma 201084020 Mo3ea navuenma b., 57 rem.
a — caeummanvhwiil cpes, T1-BH: uepeb mo3zoceuxa obbiunoil hopmol u pazmepa;
6 — Koponanvhulii cpes, T2-BHU: ommeuaemcs craboe pacuiuperue 60po30 16020 NOAYUIAPUSL MO3JICEUKA;
6 — akcuanvhblil cpe3, T1-BHU: craboe pacuupenue u acummempus G0K0BbIX JCeny00uK06 Mo32ea (1esblil Jceayoouex uupe npasoeo)

Heesponoeuueckuii cmamyc: ena3008ueamenvHbiX Hapyule-
nuii Hem. Cenadcena neeas HocoeyOHas ckaaodka. Jleekas ous-
apmpus (ckanduposaHue). Peparexc Mapunecky—Padosuuu
¢ deyx cmopon. Inybokue pegaexcol ncugvie, S>D. Koopouna-
mMopHble Npobbl cnpasa GvlNOAHIEem y0081emEoPUMenbHo, cae-
6a — ¢ YMEPeHHOU ducmempuell U UHMEHYUOHHBIM MPeMOPOM,
ducduadoxokures creéa. B npobe na duccunepeuro baburckoeo
nodnumaemces neeas Hoza. B npode Pombepea — neekas Heycmoii-
uueocmo. Ilpu xo00vbe HenocmosHHO npunadaem Ha Ne8yH HOZY,
AeeKoe pacuuperue 6asvl, axelipokunes caeea. Tandemnas xo0o-
6a — 10 waeos, neysepennas. SARA — 5,0/40 6aanos, ICARS —
20/100 6annos

Jlonoanumenvhoie 06caedosanus: obuleKAUHUMECKUE AHAAU3bL
Kposu u mouu — 0e3 0cobeHHocmell, omme4anocs nosvlileHue axK-
MUBHOCMU MPAHCAMUHA3 (araHuHamuHompancgepasa do 130 Ed/a,
acnapmamamurompaucgepasa do 44 Ed/n) npu HopmarvHbix 3HA-
uenusx ouaupyoura. Aumu-HCV (cymmapuoie), HCV-PHK — om-
puyamensHole.

Ananusvt kposu va TTI, AT k TIIO, AT k TT, AT k eauaduny
(IgG, IgA), anmuneiiponanvhvie anmumena (Aaiin-610m), GUMAMUH
By, coauesyro kucromy — 6 npedenax nopmol. AT k GAD (IgG)
6 kposu >2000 ME/ma. Ananuz L[CK: yumos, 6erok u enroxoza —
6 Hopme, 1-it mun cunmesa IgG, AT k GAD (IgG) >1000 ME/ma.

IIposedenvl nyavc-mepanusi MemuanpeoHU3010HOM 6 CYM-
mapnoil dose 3000 me, unghysuu adememuonuna. Ilocae nposeden-
HO20 /Ne4eHUs. 8 He8PoaoeUHecKOM cmamyce — 0e3 U3MeHeHUll, om-
MeHanoch yMeHbUleHUe BbiPANCeHHOCMU UUMOAUMUYECK020 CUH-
dpoma (06cyxncoanroce Haruuue aymoumMmynnozo eenamuma). Ila-
YUeHmy peKOMeHO08AHA KOHCYAbMAYUs 2enamonoea 04s onpedesne-
Hus danvHeiluell MaKmuKkyu 6e0eHus: U NAGHUPOBAHUS UMMYHOCY-
npeccusHoll mepanuu.

Obcympenne

GAD — dbepMeHT, ocylIecTBISIONIMNA 1eKapOOKCUIUPO-
BaHUE ITTyTAMMHOBOI KMCJIOTHI ¢ 00pa30BaHMeM raMMa-aMIHO-
MAacJISTHOM KMCJIOThI, HanboJiee 3HAYMMOTO TOPMO3HOTO Helpo-
menuaropa. GAD akcrnpeccupyeTcss B pasMYHbIX CTPYKTypax
IIHC, 6eta-kieTkax Moaxkeaya0uHoi XeJle3bl U IPYIUX OpraHax
U mpeacraBieH aByMst uszodopmamu: GADG65 (65 x/la, ren
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GAD2) n GADG67 (67 xa, ren GAD 1), o61amalomx pasHoil UM-
MYHOTe€HHOCTBIO. AHTHTENAa K GADG6S5 — cMHaNTHYeCKOMY MEM-
OpaHO-acCOMUPOBAHHOMY O€JIKy — UTrpaloT BEeAyLIYyI0 pPOJb
B martoreHe3e aHTU-GAD-accounupoBaHHBIX 3a00JieBaHMIA.
KiroueBbIM 3BEHOM IMaToreHe3a SIBJISIETCSl aKTWBaUMs T-TuM-
doumroB npu B3aumompeiictBuu ¢ snutonamu GAD65 u mpo-
IYKLIWS TATOKMHOB (MHTepaeiikunos: WUJ14, W15, NJI13), on-
HaKoO IMPUYUHA Pa3BUTHUSI UMMYHHOT'O OTBETa OCTAETCSI HESICHOIA,
o0cykmaeTcss MeXaHU3M aHTUTEHHON MUMUKPUY ¢ OeTKaMu 11 -
TOMeTaJloBUpyca, BUpycoB Kokcaku W JUXOpaikud 3amnamaHoro
Huna [3]. ITpu antu-GAD-A aHTUTE/1a CBI3BIBAIOTCS C AMUTO-
mamMu GADG65 kierok IlypkuHbe KOpbI MO3XKeuKa, MPUBOJIS
K MX TUOenu, HapyleHUo GYHKIMOHUPOBAHUS SIAEP MO3XKeu-
Ka, BECTUOYJISIPHBIX U APYTUX SIAEP CTBOJA, YTO OOYCIOBIMBACT
COOTBETCTBYIOIIYIO KIMHUYECKYIO KApTHHY.

Hna antu-GAD-accolmupoBaHHBIX 3a00JIeBaHUI Xapak-
TEePEeH IIMPOKUIA CIIEKTP HEBPOJOTMUECKUX MPOSBICHUI: CHH-
JIPOM PUTHIHOTO YeJIOBeKa, IMIPOTrpecCupyronInii sH1edaromue-
JINT ¢ PUTUIHOCTBIO M MUOKJIOHUSIMHU, MO3XEUKOBAsT aTaKCus,
JIMMOVYECKUI M 3KCTPATMMONYECKMIT SHICDAIUT, STTUICTICUS
6e3 aHIedaTNTa, U30JMPOBAHHBIN HUCTATM U/WJIY TJ1a30/BUTA-
TeJIbHbIE HAPYILIEHUSI, CHHIPOM, CXOAHBIN ¢ CUHApOMOM MuJi-
nepa—®Puiepa, MUOKJIOHYC MSITKOTO Heba, a TaKKe pa3TunIHbIe
BapuaHTBhl MX COYETaHUSI — IMEePEKPECTHbIE CMHIPOMBI. Takke
XapaKTepHO YacToe BbISIBIEHUE COIMYTCTBYIOIIEH ayTOMMMYH-
Hoit matosorun (CJI 1-ro Ttuma, ayrToMMMYHHBI TUPEOUINT,
AyTOMMMYHHBIN MOJUTJIAHAYISIPHBIA CUHAPOM, TIEPHUIIMO3HAS
aHemus, BUTWIIMTO U 11p.) [3]. Takoe pa3zHOOOpa3ue MposiBIeHU
B HACTOSIIIIee BpeMsI CBSI3BIBAIOT C 00pa30BaHMEM aHTUTEI K pa3-
nyHbIM arronaM GAD65. BoibIIMHCTBO JaHHBIX 3a00JeBa-
HUI BCTpeyarTcs peako. B To BpeMs KaK B OTCUEeCTBEHHOM JIH-
TepaType eCTh psii onucaHuii cirydaeB aHTu-GAD-accouunpo-
BaHHOIO CHUHIPOMAa PUTHIHOTO yesoBeka [4—7], oTeyecTBEeH-
HBIX OMUCAaHUI Kiaccuueckoir aHTu-GAD-A HaM He BCTpEeTU-
JIOCh, €CTh JINIITb eNMHUYHBIE HAOIIOACHWS TIEPEKPECTHOTO CHH-
Jipoma ¢ aTakcuel (CMHAPOM PUTUIHOTO YesoBeKa C IJ1a30[BU-
rateJbHbIMU HapylIeHUsIMU U aTakcueit) [8, 9].

Mo3sxeukoBasi aTakcuss — OJHO M3 Haubojiee YacThbIX
nposiBiieHuit aHTU-GAD-accouMupoBaHHBIX 3a00JIEBaAHUIA;
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IUTST Hee XapaKTepHO TTOIOCTPOEe WITU TIEPBUIHO-XPOHUIECKOE
Hayvayio, Cpeay MalMeHTOB IpeodianaT XKeHIIUHBL (80%).
Knunuueckass xaptuHa aHTu-GAD-A ManocneuudbuyHa:
B Havajie 3a60JieBaHUsI HAOJIIOAAIOTCS MTPEUMYIIECTBEHHO TY-
JIOBUILHASI U JIOKOMOTOPHAsI aTaKCHsl, CKAaHIUPOBAaHHAsI peyb,
HUCTarM U [J1a30ABUTaTeIbHbIe HAPYLIEHUS, TI03Ke MPUCOEIU-
HsIeTCS TMHaMuJecKas atakcust. B 25% ciydaeB HaOmomaroTcs
MapOKCU3MalIbHble WHCYJIBTONMOAOOHbBIE 3TU30/[bl CO CTBOJO-
BOil cuMnToMaTukoi (y manueHTku Y. — B nebroTe 3abosieBa-
HUSI) B BUZIE TOIIHOTHI, TOJIOBOKPYXEHUSI, TUTLIOTINU, HACTAr-
Ma, OyapOapHBIX HapylieHui u reMuaTakcuu [3, 10]. B psme
CIy4aeB aTakCHsl COYETAeTCsl C APYTUMU KIIACCUIECKUMU aH-
tu-GAD-accolluupoBaHHBIMU CUHIPOMaMU (aKCUAJIbHAS PU-
TUIHOCTD, STUJICTICUS U Ap.), peXe HaOII0Mar0Tcs] KOTHUTHUB-
Hble HapyiieHus. [1pu HeiipoBU3yaau3auyu U3MEHEHHST MOTYT
He oOHapyxXuBaThesd, B 57% ciydaeB BBISIBISIOTCS MPU3HAKKA
atpoduM MO3XKedKa OT JEeTKOU 10 yMEpEeHHOU CTeNeHU BbIpa-
KEHHOCTU (KaK TpU OOJBIIMHCTBE APYTMX ayTOMMMYHHBIX
arakcuit) [3].

YuuteiBasi OTCyTCTBUE CIHELU(PUIECKUX CHUMIITOMOB,
st Bepudukanuu aHTU-GAD-A HeoOxomuMo OOHapyXKeHue
noBbIIeHHBIX TUTPOB AT Kk GAD B ceiBopoTKe KpoBu u LIC2K.
VY Bcex MalMeHTOB Haileil BBIOOPKM OTCYTCTBOBAJl WHTpATe-
KaJIbHBIA CUHTE3 OJUTOKJIOHAIBHBIX aHTUTEN, YPOBEHb Oelika
U LIUTO3 ObLIM B HOPME, YTO, OJHAKO, HE UCKJIIOYAET ayTOUM-
MYHHBII TeHe3 3aboieBaHusi. B umcciemoBanuum A. Munoz-
Lopetegi ¢ coaBt. [11] B 32% citydaeB BBISIBJICH JIETKWIA IJICOLM~
T03, B 42% — rUneprpoTenHapXusi U B 65% — WHTpaTeKaJIbHbII
CHHTE3 OJIMTOKJIOHATIbHBIX aHTUTed. B 14—20% ciyyaeB aHTH-
GAD-accouuupoBaHHbIe HEBPOJIOTMYECKHME paCCTPOMCTBA CITy-
KaT MPOSIBJIEHUEM IMapaHeorIaCTUUECKOro mpouecca, Haubo-
Jiee YacTo 3TO ObIBAaeT MPU METKOKJIETOUYHOM paKe JIeTKOro, TH-
MOMeE U pake MOJIOUHOI xenessl 3, 11].

[MpencraBnsier wHTepec HaIW4YMe y MALMEHTOB C aHTU-
GAD-A TOBBIIIEHHBIX TUTPOB aHTUTE] K TJIMagUHY 0e3 MpH-
3HaKoB dHTeporatuu (marueHtka Y.). [TokazaHo, 4To TTOBBI-
wieHHble TUTPbI AT K GAD BbISBISIOTCS Y MALIMEHTOB C TJIIOTE-
HoBoii arakcueil (10—40%), a coOGioneHne MauueHTaMu 6e3-
[JIIOTEHOBOM JMETHl MO3BOJSIET YMEHBIIUTh BBIPAXKEHHOCTH
artakcuu U ymeHbIUTh TUTP AT Kk GAD [12, 13]. Takum obpa-
30M, OcTaeTcsl HesiCHbIM, siBisiioTcs i AT Kk GAD naroreHeTu-
yeckKUM (haKTOPOM Yy MALUEHTOB C YYBCTBUTEIBHOCTBIO K IJTIO-
TEHy WIA OJAHUM U3 MapKepoB CUCTEMHOTO ayTOMMMYHHOTO
npolecca.

Oco0blif UHTEpeC cpeau MPUBEACHHBIX HaMU HaOIOe-
HU MpencTaBisger nanueHT b. ¢ KMMHUYecKoil KapTUHOM JIeBO-
CTOPOHHE! TeMUaTaKCUU, HeTpyooii reMuatpodueil 1eBoro mo-
Jmymiapusi Mo3xeduka u rematuroM C B aHamHe3e. Cxoxkee Ha-
osnoneHue Obuto onrcaHo W. Wiels u coaBT. [14]: y XXeHIIUHbI
68 JIeT TO0CTPO Pa3BUIIMCh aTAKCHUSI B MPaBbIX KOHEUHOCTSIX
M HUCTarM, 3a 2 roja J1o 1e0ioTa 3a0oyieBaHus OOHAPYKEH rena-
tut C, mostydyajia KOMOMHUPOBAaHHYIO TTPOTUBOBUPYCHYIO Tepa-
nuio; MPT ronoBHoro mMo3ra — 6e3 0COOEHHOCTEM, BBISIBICHO
nosbiieHue TuTpa AT Kk GAD B kpoBu u LICXK. ITynbc-Tepanus
METUJITIPEAHU30JIOHOM B CyMMapHoii 1o3e 3500 Mr, BHyTpUBEH-
Hble UTHDY3UM UMMYHOTIJIO0YJIMHA YeJIOBEYECKOTO U TIPUEM a3a-
TUOTIPUHA — C OTUYETJIUBBIM MOJOXUTETbHBIM 2hekToM. Takke
OIMKCaH CiIydail TTomocTporo pas3BuTtusi aHTu-GAD-A y manu-
eHtku 48 et ¢ xpoHnueckuM rermatutoM C U crabwiuzanueit
cocrosinus Ha ¢oHe Tepanuu ['K u purykcumadom [15]. Heo6-
XOMMO OTMETUTb, 4TO id rernarura C xapakTepHO pa3BUTHE

COITYTCTBYIOIIMX ayTOMMMYHHBIX IaTOJIOTUI (CMelraHHast
KpuoriaodyanHemus, cuHapoM LIérpeHa, ayTOMMMYHHBIN TH-
PEOMIUT, TPOMOOIIUTOTICHUS M IP.) Y YacTOe BBISIBJIEHUE CepO-
JIOTUYECKUX MapKepoB ayTOMMMYHUTETa, B HEKOTOPBIX Iy~
KalusIx 00cyXIaeTcsl BIUsIHAE MPOTUBOBUPYCHOW Teparnuu Ha
pa3BUTHE ayTOMMMYHHBIX peakuuii [16]. Kpome Toro, B tutepa-
Type uMeroTcs onucanus ciaydyaeB pazsutusi CJ1 1-ro tuna (aH-
t™-GAD+) y maimeHToB ¢ rernatutoM C, B CBA3U € YeM aBTOPBI
00CYyXIal0T BO3MOXHOCTb pa3Butusi aHTH-GAD-accomuupo-
BaHHBIX 3a00JIeBaHUII KaK BHEMIEUEHOUHBIX TIPOSIBICHUI Tera-
tuta C [17, 18].

st neuenust anTu-GAD-A UCTIONB3YIOT pa3TUIHbIE CXe-
MBI MUMMYHOTEpAIvy, MPOBOMAST IBUTATEJbHYIO peaduinTa-
LIAI0, JIOTOTIEMUIECKIE 3aHSTUS, TIPU HEOOXOIMMOCTH — CUM-
MTOMaTUYECKYIO TePaIUIo, JIEYeHUE COMYTCTBYIOIIUX ayTOUM-
MYHHBIX MTATOJIOTU I UM OCHOBHOT'O OHKOJIOTMYECKOro 3a00J1e-
BaHMs1. Hanmydiumii oTBeT Ha JieueHue HaOIoaeTcsl y malueH-
TOB C IOJOCTPHIM Pa3BUTUEM CUMIITOMATUKU, OHAKO B MO/IaB-
JISTI011IeM OOJIBIIIMHCTBE CITy4aeB He yAAeTCsl JOOUTHCS MTOJHOTO
perpecca cummromos |1, 3].

K umMMyHOTepanuu mepBoil JMHUU OTHOCST UHODY3UU
YeJIOBEYECKOTO UMMYHOTI00yAnHA (2 T/KT), TMyJbC-TepaIuio
MeTUINpeaHn3010HoM (cymMmapHas mo3a 3000—5000 wr),
MepopabHBIA TIpueM mpeaHu3onona (1 Mr/Kr, B cpemHem
50—60 Mr/cyT), BBICOKOOOBeMHBIN Tu1a3Madepes, putykcumab
(375 mr/M? 1 pa3 B Hezlel0), a Takke MX KomOonHamu. Hecmot-
ps1 Ha UMelolrecsT TaHHbIe 00 3 dOEKTUBHOCTH UCTTOJIb30BAHMS
I'K kak Tepanuu niepBoii TUHUM, UX TIPUEM MOXKET OBITh Orpa-
HMYEH B CBSI3U C BBICOKMM PUCKOM TUIMEPIIMKEMUM Y TTAlMEH-
ToB ¢ conyrcTByomuM CJI 1-ro Tuna. K uMMyHoTepanuu BTO-
poit TMHUM OTHOCAT a3aTUONpUH (1—2,5 MI/KT B IeHb), MUKO-
(enomnara modetun (2000 Mr/cyT), B OMTHOM HCCIENOBaHUU OT-
MeyvaJicsl TIOJIOXKUTENbHBIN 3¢ deKT oT nHpy3uit nukiodocda-
muna [1, 3, 19]. i KoppeKiuu r1a30aBUTraTeIbHBIX Hapylle-
HUI (BEPTUKAIBHBIN HUCTATM, OCHMJUTOTICHST) TIPUMEHSTIOT OaK-
noden 10—60 mr/cyt u 3,4-nuamMmuHonupuanH (B Poccuu He 3a-
perucTpupoBaH). B HacTos1Mii MOMEHT peKOMEHIAUU 110 Jie-
yeHu10 aHTU-GAD-A 0CHOBaHbI HA HEMHOTOYUCJIEHHBIX UCClIe-
MOBAaHUSX B MaJIbIX BBIOOPKAX OOJLHBIX, TTO3TOMY BBHIOOP KOH-
KPETHOM CXeMbI MOXKeT ObITh 3aTPYIHUTEIbHBIM.

Jaknwyenne

Cyl1LecTBYIOT OOBbEKTUBHbBIE TPYIHOCTU B AMATHOCTUKE
aHTU-GAD-A: OTCyTCTBME MATOTHOMOHMYHBIX CHMIITOMOB
U crieludUYecKX U3MEeHeHU TTPY HeMpoBU3yaIu3aluu, pas-
JIMYHBIE BAPUAHTHI Ne0ioTa (MMO0CTPOE U XPOHNIECKOE), B psie
CTydaeB — OTCYTCTBHE TUICOIIUTO3a, TIOBBIIIICHUST YPOBHST Oesika
U onuroKiIoHanbHOTrO cuHTe3a IgG B LICK.

He y Bcex manueHTOB MOXHO BBISIBUTH COITYTCTBYIOIIYIO
AyTOMMMYHHYIO MaTOJIOTHIO, a €€ HaJMyue He BCerja CBS3aHO
¢ cunre3oM AT k GAD. Hamu Brniepsbie B Poccuu npuBeneHo
OINKCaHue TPeX NALUEHTOB C PSIOM MHTEPECHBIX KIMHUUECKUX
ocobeHHocTel aHTU-GAD-A: MHCYIBTOIOA00OHbBIEC HAPYILIEHUS
CO CTBOJIOBOf CUMITOMATUKOM, COIYTCTBYIOIIAs] UyBCTBUTEb-
HOCTb K IJIIOTEHY, Ae0IoT aTakcuu nocie renarturta C ¢ remuara-
Kcuei M remuatpodueit mosymapusi Mo3xkKedka. «30JI0ThIM
CTaHIAPTOM» TUATHOCTUKU SIBIISIETCSI OOHAPYKEHUE TTOBBIILIEH-
HbIX TUTPOB AT K GAD B chIBOPOTKE KPOBU M JIMKBOpe. B Ha-
meii Berioopke tepanus 'K 6bpi1a ManmoadheKTHBHOI, U4TO yKa-
3bIBa€T Ha HEOOXOMWMOCTH IMOA0Opa WHAMBUAYATHHBIX CXEM
MMMYHOTEPAITH.
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