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PE3HOME

B CBA3M C OTKPLITUEM HEPOHASIbHBIX AHTUTEN W YNYHLWEeHNEM MOHUMAHUA MEXaHU3MOB 3TUX UMMYHOONOCPEL0BAHHbIX CUH-
JPOMOB BCe 60/1blLIe BHUMAHUA YAENAETCA N3YHEHNI0 ayTOMMMYHHOI anunencumn (AN3). [JaHHbIn 0630p NOCBALLEH ayTOUM-
MYHHOI 3NWUAEncun ¢ y4eToM NOCNeAHUX AOCTVIKEHMI A B 0611acTM M3yyYeHns natoduanonorum 3a6onesanus. NpusemeHsbl
onpegesieHns, pacCMOTPEHbl NAaTOreHETUYECKME MEXaHU3Mbl, 0COOEHHOCTI HEMPOHASIbHBIX AHTUTES U KIIMHUYECKON KapTu-
Hbl A/I3 B 3aBUCMMOCTM OT Tina ayToaHTuTeN. 060CHOBAHA HEOOXOAMMOCTb PErynspHOro HabnoaeHns nauneHTos ¢ ANJ,
npeanoyTUTEeSIbHO 3NMNENTOIONOM COBMECTHO C HEPOMMMYHOMOrom. Mpu ANUTENbHOM HaO/IOAEHNN Y HEKOTOPbIX 60J1b-
HbIX COXPaHSAETCS XpOHM4Yeckas )apMakope3nCcTeHTHAs 3NUAENcus, HECMOTPS Ha arpPeCCUBHYH UMMYHOTEPANMIO 1 NPUEM
NPOTUBO3NUIIENTUYECKUX Npenapatos. Mpu 60nee rny60KOM NOHUMAHUI MEXaHU3MOB aHTUTENI00MN0CPeL0BaHHbIX 1 Ay TOAH-
TUreHcneynuyecknx T-kNeTo4H0-0N0CpPeSoBaHHbIX CMHAPOMOB AV ncnonb30BaHUe NPOTUBOANMIIENTUHECKUX Npenapa-
TOB U UMMYHOTEPANuN MOXET 6bITb AONONHUTESIBHO ONTUMU3NPOBAHO.
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SUMMARY

Investigation of autoimmune epilepsy (AIE) has been attracting increasingly more attention due to discovery of neuronal
antibodies and improved understanding of the mechanisms related to such immune-mediated syndromes. The review is
aimed at autoimmune epilepsy taking into account up-to-date advances in exploring its pathophysiology. Definitions related
to this issue are outlined, and pathogenetic mechanisms, features of antineuronal antibodies as well as AIE clinical picture
based on type of autoantibodies, are considered. The necessity of regular monitoring patients with AIE is indicated, preferably
by an epileptologist together with a neuroimmunologist. With prolonged follow-up, chronic pharmacoresistant epilepsy
persists in some patients, despite aggressive immunotherapy and antiepileptic drugs. With a deeper understanding of the
mechanisms of antibody-mediated and autoantigen-specific T-cell-mediated AIE syndromes, the use of antiepileptic drugs

and immunotherapy can be further optimized.

KEYWORDS

Conflict of interests
Authors’ contribution

All authors contributed equally to this article.

For citation

con.2022.108.

Autoimmune epilepsy, definition, pathophysiology, antineuronal antibodies, clinical picture.

Received: 31.12.2021; in the revised form: 30.01.2022; accepted: 02.03.2022

The authors declare no conflict of interest regarding this publication.

Shilkina 0.S., Kantimirova E.A., Usoltseva A.A., Prusova T.I., Dmitrenko D.V. Autoimmune epilepsy. Epilepsia i paroksizmal'nye
sostoania / Epilepsy and Paroxysmal Conditions. 2022; 14 (1): 74-90 (in Russ.). https://doi.org/10.17749/2077-8333/epi.par.

BBEJEHHE / INTRODUCTION

AyToummyHHas anunencusa (AWJ) 6bina BblaeneHa
MexayHapoaHoii lMpoTuBo3anunenTu4eckon Jnuron (aHrn.
International League Against Epilepsy, ILAE) kak camocTos-
TenbHasa hopma 3ab6oneBaHns B NOCneaHen knaccuguka-
unm anunencumn 2017 r. A3 — pesynbTat NPAMOro UMMYH-
HOr0 pPaccTpOiCTBa, NPYU KOTOPOM 3NUNenTU4YecKue npu-
CTYMbl ABAAIOTCA OCHOBHbIM ero cumntomom [1]. 060-
CO6MeHNI0 aaHHON hopMbl 3a601eBaHMS CMOCOOCTBOBANO
OTKPbITIE B TEYEHWNE NOCNEAHNX LECATUIIETUIA HEAPOHHbIX
ayTOAHTUTEN, HALENIeHHbIX HA MOBEPXHOCTHbIE WM BHY-
TPWUKJIETOYHbIE aHTWUTEHbI, N U3Y4YEeHMEe UMMYHOONOCPeao0-
BaHHbIX NPOLLECCOB B HEPBHOI TKaHU [2—6]. OcobbIi NHTE-
pec A3 npencTaBnsieT B HACTOSALLEE BPEMS, Y4UTbIBAS
3aperncTpupoBaHHble Cllydan ayTOMMMYHHOro iuméunye-
CKOro 9HUuedannTa ¢ pa3BMTUEM ANMUENTUYECKMX NPUCTY-
noBs y nauneHtos ¢ COVID-19 [7-10].

To4yHas 4acToTa BCTPE4aeMOCTU [HAaHHOW (DOpPMbl 3nu-
Nencum HeusBecTHA BBUAY OTCYTCTBUS MOMYNALMOHHbIX
nccnenosanmii. HYactota AM9 y B3pocsbIX, N0 AaHHbIM pa-
Hee NpoBeAeHHbIX UCCNeA0BaAHNIA, MOXET COCTABNATH OKO-
no 5-7% ot Bcex copm anunencuu [3, 11-14]. NMokasaHo,
4TO 4YacToTa ONpefeneHns HedpoHcneunduyecKnx aHTu-
Ten cpeau nauneHToB 6e3 reHeTUYeCKO|, CTPYKTYPHON UK
MeTab0onM4ecKoin 3Tnonorum anunencun coctasnset 15%
[13], y B3pocnbix 60MbHbIX 3NUNENCUEn HEYTOYHEHHON
atnonorun — 20% [3]. B nccnepoBaHun, npoBeAeHHOM
B GLUA B 2018 r., npefcTaBieH nokasarenb 3a60neBaeMo-
CTU ayTOUMMYHHbIM 3HUedanutom 0,8 cnyyas Ha 100 ThIC.

anunencus n NapokcnamMasibHble COCTOSAHUS

4e/I0BEK B rojl, a pacnpocTpaHeHHocTn — 13,7 cny4vas Ha
100 Tbic. yenosek [14].

Y netei ¢ BNepBblie BOSHUKLLEN 3MUENcuein nokasaHo
Hanu4ne aytoaHTuten npumepHo B 10% cnyvaeB no pe-
3ynbTatam UCCnefoBaHWiA, npoBeAeHHbIX B EBpone n As-
cTpanum [15, 16].

Anunencus HeYTOYHEHHOW aTmonoruu coctasnser 1/3
BCEX anuiencuin cpeam sB3pocnsix [12].

3Ha4NTeNbHYI0O POSib B MOHMMAHMKM 3TUONATOreHesa
AW3 cbirpano oTKpbITUE HEMPOHCNELNMUYECKNX aHTUTEN.
B HacTosLlee Bpems BbIAENAT ABa Tpurrepa opmMmnposa-
HUS QyTOMMMYHHbIX HapyweHuii. IMMyHONOTrn4eckum
TPUITEPOM MOXET ABNATLCA 06beMHOoe o6pa3oBanue [17,
18]. B aTOM Cny4ae OHKOHENPOHANbHbIA aHTUTEH, 3KCNPEC-
CUPYEMbI KSIETKAMU OMYX0JIn, NPUBOAMUT K HanpaBJieHHO-
My UMMYHHOMY OTBETY, CMOCO6CTBYOLLEMY ANCHYHKLMM
HEeNpOHOB. HekoTOpble aHTUTENa ABAAKOTCSA CNeunpuYHbI-
MU Ans OTAENbHbIX TUNOB onyxonu [19]. Opyrum noteHum-
anbHbIM TpUrrepom aensetca uHdekums [20].

MpeanoxeHbl pasfiniHble MexXaHU3Mbl, BKOYas Mose-
KYNAPHYIO MUMUKPUIO, KOTAA CTPYKTYPHOE W/UN amMiUHO-
KMCNIOTHOE CXOACTBO MOC/eA0BaTEIbHOCTY MNaToreHa
C ayTOAHTUreHOM NPUBOAUT K NEPEKPECTHOMY PEaKTUBHO-
My UMMYHHOMY OTBeTY. [oBpex[aeHue KNeTok MHGeKLn-
OHHbIM areHTOM MOXXET MOBJIeYb 32 CO60MN BbICBOOOXAE-
HWe MpeanosiaraeMoro ayToaHTUreHa, Bbi3blBas ayToOUM-
MYHHbIA OTBeT. I HakoHew, WH(EKUMS MOXET NpUBECTU
K aKTMBaLWUW ayTOPEaKTUBHbLIX NUMEOLUTOB U aHTUMEH-
MPEe3eHTUPYIOLLNX KJTETOK, YTO BbI3OBET UMMYHHbI OTBET
NPOTUB ayToaHTUreHoB (pume. 1). Mpumepom MHAEKLMNOH-
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Figure 1. Immunopathogenic mechanism underlying formation of neuron-specific antibodies.
IgG — immunoglobulin G; ADCC — antibody-dependent cellular cytotoxicity; MHC — major histocompatibility complex

HOTo TpuUrrepa, NpPUBOAALLErO K aQyTOMMMYHHOMY OTBETY, AyTOaHTUreHbl NMPU WUMMYHOONOCPEAOBAHHON 3Anuen-
asnsetcd NMDAR'-ayTOMMMYHHbIA aHLEanuT, pa3BnBato- CUK MOTYT ObITb pPa3fesieHbl Ha OCHOBE WX KJIETOYHO J10-
wmiica nocne Bupyca npoctoro repneca (BMr) [21]. Kanusauumm Ha MNOBEPXHOCTHble WM BHYTPUKIIETOYHbIE
6enku, obnagarowne pasnnyHbIMM UMMYHOONOCPEA0BAH-

HEVPOHAJIbHBIE AHTUTEJIA / HbIMI MeXxatusmamu [18, 22].
NEURONAL ANTIBODIES Tak, fOepHble Uan uyuTOnnasmaTnyeckue 6enku (Ha-
npumep, Hu, Yo n Ma2), 6yay4n aHTUreHaMmm-muLLeHamum,
AHTMTeNa, HaueNeHHble Ha HelpOHaNbHble AMNUTOMbI, MMEKT OrpaHuWYeHHbIn goctyn ana aHtuten. CooTsert-
ObIN1 BNepBble 0OHAPY>XeHbl Yy MaLMEHTOB C napaHeona- CTBEHHO, aHTWUTeNa K HIUM He ABNIAOTCSA HEMOCPEACTBEHHO
CTUYECKON HenWpoHoNnaTuen, nereHepaunen MO3XKeyka MaTOreHHbIMU, a YKa3bIBAKT HA ONOCPEA0BAHHbIN T-KNeT-
unn aHuedanutom. Mpu 3TUX PacCcTPOMCTBAX aHTUIreHa- KaMmn UMMYHHbIA OTBET NPOTUB COOTBETCTBYHOLLMX HENPO-
MU-MULLEHAMU ABNAKOTCA AAEPHbIE UM UMUTOMNIa3MarTu- HaNIbHbIX aHTUreHOB (cM. puc. 1) [22]. MoBpexaeHne Heii-
yeckue 6enku, Takue kak Hu, Yo n Ma2. Btopas rpynna poHoB o06ycnosneHo CD8+ wuutoTOKCMYeCKUM T-Kne-
3a60/1eBaHNii TONIOBHOr0 MO3ra, CBA3aHHbIX C aHTUTENa- TOYHbIM OTBETOM. 3TW aHTWUTeNa U HEWpOTOKCUYECKMe
MU, BKNIOYAET aHTUTeNa, KOTOpble HaLeNeHbl Ha BHYTPU- T-KNeTKn MOryT UMEeTb OJHY W Ty )XXe ayTOaHTUreHCnewumn-
KNeTO4YHble CUHaNTU4eckne 6enku, Takme Kak aekap6o- oM4HOCTb, Hanpumep napaHeonnacTU4ecKuit CUHAPOM
Kcunasa rnyTaMmmHoBOM KucnoTel 65 ka (GAD65) n am- Anti-Yo (CDR2) [23]. OTBeT Ha Tepanuio 06bI4HO GblBAET
PUPDUINH. cnabbiM MpU HEBPONOrM4YEeCKNX PACCTPOMCTBAX, CBA3AH-

"NMDAR (aurn. N-methyl-D-aspartate receptor) — peuentop N-meTun-D-acnapraTa.
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HbIX C 3TUMW ayTOAHTUTENAMM, — BO3MOXXHO, 3-32 HEO0O-
paTuMon rmbenmn HeMpPOHOB.

BTopas rpynna — aHTWTena, HauesieHHble Ha BHYTPU-
KNEeTOYHble CUMHANTUYecKue 6enku gekapbokcunasa rny-
TaMuHOBOW K1cnoTbl 65 k[a (GAD65) n ampuunsnH. 3tn
aHTUTeHbl MOTYT ObITb YSA3BMMbI AJ11 ONOCPEA0BAHHOM0
aHTUTeNlaMn pa3pyLLeHns BO BPEMS CIUAHUS U 06paTHOrO
3axBaTa CUHANTMYeCKMX BE3WKYN, HO BONPOC O TOM, BNf-
HOTCS N 0NOCPeAoBaHHble T-KNeTKamu NaToreHHble Mexa-
HWU3Mbl 60716 BaXKHbIMU, 4EM OMOCPEJOBAHHbIE aHTUTENa-
MW, OCTAeTCa NpeaMeToM Auckyccun [22].

TpeTbs rpynna BKIOYaeT ayTOAHTUTEN, HaLleNlIeHble Ha
peLenTopbl KNeTO4YHOW NOBEPXHOCTM UM CUHANTUYECKUE
6enKu, urparoLme nNPsMyo NaToreHHy ponb. Hanpumep,
aHTuTena K 6oratomy JIeALMHOM WHAKTUBUPYEMOMY N0~
MO/ npoTeuHy (aHrn. leucine-rich glioma-inactivated
protein 1, 1LGI1), KoMnieKCy BONbTAXK-3aBUCUMBbIX Kanune-
BbIX KaHanoe (aHrn. voltage-gate potassium channel
complex, VGKCc), peuentopy N-metun-D-acnaptarta
(aHrn. N-methyl-D-aspartate receptor, NMDAR), peuento-
py ramma-amMWHOMACIAHOW KMWCNOTbl (aHrA. gamma-
aminobutyric acid receptor, GABAR) u peuentopy anbda-
AMUHO-3-TNUAPOKCU-5-MeTUN-4-n30KCa30NNPONNOHO-
BOV Kucnotbl (aHrn. alpha-amino-3-hydroxy-5-methyl-4-
isoxazolepropionic acid receptor, AMPAR) [22].

3aboneBaHns, CBA3aHHbIE C aHTUTENIAMMW NPOTUB aHTUre-
HOB KJIETOYHOW MOBEPXHOCTU, OTNNYAKTCH OT CBA3AHHBIX
C BHYTPUKNETOYHbIMI QHTUTEHAMU MO HECKObKM BaXKHbIM
acrnektam. Bo-nmepBbIX, aHTUTEHbI-MULIEHU HA KNETOYHON
MOBEPXHOCTM pa3pyLLaloTCcs aHTuTenaMmu. Bo-BTopbix, CBA3b
CO 3JI0Ka4eCTBEHHbIMW HOBOOOPA30BaHNAMU MEHEee nocne-
JoBaTefibHa. B-TpeTbyx, CUMNTOMbI YalLle MOXHO 06paTuThb
BCMATb C MOMOLLbO Nie4eHns. HakoHel, CUMNTOMbI CBA3aHbI
C HapyLleHnem AeNCTBUS aHTUreHa-MuLleHun. bbino gokasa-
HO, 4TO UMMYHOTN06YNuHbI Knacca G (aHrn. immunoglobulin
G, IgG) K LGI1 BbI3bIBAIOT NATOre€HHbIA 3P GEKT 13-3a Aedn-
LUMTa MOHHbIX KaHanos. LGI1 1gG npuBoauT K HapyLIeHWHO
B3aumopeiicteua LGI1 ¢ fJoOMeHOM Ae3MHTEerpuHa u metasn-
nonpoteasbl (aHrn. a disintegrin and metalloprotease
domain, ADAMZ22), KOTOpOEe CHWXAEeT CUHANTUYECKYHO
yHkunto AMPAR, BrnocneacTeun Hapywas NpuToK Kanb-
ums [24, 25]. C ppyroi ctopoHbl, NMDAR IgG cBa3biBaeTcs
c o6nactbio cyobeanHuubl GluN1 NMDAR. 310 Hapylaet
B3aumoperictene mexay NMDAR w peuentopom 3dpuHa
Tna B2 n nHuuunpyet nutepHanudaumio NMDAR, cnoco6-
CTBYIOLLYIO HEMPOHANbHON AucyHKLnKM [26]. Mpouecc MH-
TepHanuaauyum 06patim, 1 6bIS10 NPOAEMOHCTPUPOBAHO XO-
powee BoccTaHoBneHue npu ynanesmn NMDAR IgG [27].

[Moka3aHo, 4TO ponb AUCHYHKLMN remaToaHuedanmnye-
cKoro 6apbepa, MHMUAbTPALUW MMUENONAHBIX KIeToK
U MHUL ALK NPOBOCNANNTENIbHbIX KaCKajoB B aNWUenTo-
reHe3e MMeeT Ba)XXHOE 3Ha4yeHue B MOAENAX XUBOTHbIX
1 nofen ¢ anunencueir. InunentoreHes npu A3, BeposT-
HO, BO3HWKAeT B pe3yfibTaTe CMHEPru4eckoro adpdexTa
KaK BPOXJEHHOr0 HenpoBOCMANeHUs, TaKk U BbI3BAHHON
aHTuTeNnaMn runepBo3byamMmocTn. B COBOKYNHOCTU 3TW
npoLecchbl NPUBOAAT K CTOMKUM JIEKAPCTBEHHO-YCTONYU-
BbIM MPUCTYNamM, KOTOPble CMOCO6CTBYHOT 3a60s1eBaHNI0,
npusogswemy K A3 [28].

anunencus n NapokcnamMasibHble COCTOSAHUS

OfHako B JanbHeiwem B Hay4HOM COO0OLLECTBE BO3-
HWUKNA akTUBHAA anckyccus o gedunnumnm AN9.

Llenesasa rpynna no ayToMMMyHWTETY WU BOCNANEHUO
ILAE B 2020 r. npeanoxuna KOHUEeNnTyasnbHbIe ONpeaene-
HWUS NPUCTYNOB, BOZHUKAKOLLMX MPU aQYyTOMMMYHHbIX Hapy-
LUEHNAX, COOTBETCTBYHOLLINE COBPEMEHHbIM OMNpefeneHn-
AM 1 KoHUenumsam anunencun [29]. Tak, TepPMUH «OCTpbIe
CUMNTOMATUYECKME NPUCTYMbl, BTOPUYHbIE MO OTHOLUE-
HUIO K ayTOMMMYHHOMY 3HLUedanuTy» npeanoxeH ans
0003Ha4YeHNA NPUCTYNOB, BO3HMKAKLWMX B AKTUBHON
(basze MMMYHOONOCPEJOBAHHOIO 3Huetanuta. A gedu-
HULUMA  «ayTOMMMYHHO-ACCOLMWPOBAHHAA  Anuaencus»
npefgHasHa4yeHa Ans 0603Ha4eHNs XPOHWYECKUX anuen-
TUYECKNX MPUCTYNOB, ONPeLEensemMblX Kak BTOPUYHbIE MO
OTHOLUEHNIO K ayTOUMMYHHbIM 3a60/1€BaHMAM FOJIOBHOMO
mo3ra. AyTOMMMYHHO-aCcCOLMMPOBAHHAN 3NUNEeNcus mo-
)KeT ObITb CNEACTBMEM MNPOAOKAOWMXCH aYyTOUMMYH-
HbIX HAPYLUEHWIA, a TAKXXe CBA3AHHBLIX C HUMMW CTPYKTYp-
HbIX W3MEHEHWN TOSIOBHOrO MO3ra. Paznuume mexpay
OCTPbIMW CMMNTOMATUYECKUMI NPUCTYNAMM, BTOPUYHbI-
MU O OTHOWEHWID K ayTOMMMYHHOMY 3HUedanuty,
M ayTOMMMYHHO0-aCCOLMMPOBAHHON 3MUNencuen nUmeet
KJIMHUYECKOE 1 TepaneBTMYecKoe 3HadeHune [29]. B otnu-
4yme 0T 60JIbHbIX C OCTPbIMU CUMNTOMATUYECKUMMW 3NK-
NenTUYEeCKUMKU NPUCTYNnamm, y naumeHToB C UMMYHO-
0MnocpeAoBaHHbIMM 3a60/1EBAHUAMM TOSIOBHOTO MO3ra pe-
TUCTPUPYIOTCA XPOHUYECKME NPUCTYNbI, YCTOWYUBbIE KaK
K NMPOTMBO3NWUNENTUYECKON Tepanuu, TaKk U K UMMYHOTE-
panum [30-32].

3TN [JaHHble CBUETENbCTBYIOT O TOM, Y4TO LUTOTOKCU-
yeckue T-KNeTKu urpatot 60s1ee 3aMETHYH POfb B natore-
He3e, NPUBOAA K rMOENnn HeMpoHOB, a HEPOHHbIE ayTo-
aHTWTeNa NpPUCYTCTBYIOT CKOpee Kak Mo60YHbIA NpOAYKT
MMMYHHOI0 OTBETA W HE UrpatoT NPAMOI NaTOreHHo ponu
[33-35].

Takum 06pa3om, NPOAOIKEHNE 3NUNENTUYECKUX MPU-
CTYnoB, HECMOTPA Ha WMMYHOTEpanuio, npeanonaraer
YyCTOMYMBYIO NPeapacnonoXeHHOCTb, 4TO COOTBETCTBYET
COBPEMEHHOMY KOHLENTYanbHOMY ONpeLeneHnto anunen-
cun. Kpome TOro, HM3Kas 4actoTa peMuccun NpucTynos
CBUAETENbCTBYET O TOM, HTO PUCK UX Pa3BUTKSA B TEYEHUE
cnegytowmx 10 neT 04eHb BbICOK. AT YCNIOBUS COOTBET-
CTBYIOT KOHLENTYanbHbIM 1 NPAKTUHECKUM ONpefeneHun-
am anunencuu [36, 37].

OcTatoTcs HepeLweHHbIMU BONPOChI, KacatoLmecs 3Tno-
NOrMYECKOW NPUYKMHBI AMUNIENTUYECKUX MPUCTYnoB. Tep-
MWUH «ayTOMMMYHHas anuiencus» nogpasymMeBaeTt UCKI0-
YUTENbHO ayTOMMMYHHY0 aTMonoruto. OQHako y nauneHToB
¢ A3 HacTo perucTpupyrT CTPYKTYPHbIE N3MEHEHUS, Ha-
npyMep CKNepo3 runnokamna uiam mynbTudokanbHy no-
TEepto KJIETOK KOpPbl FOJTOBHOIO MO3ra Npu rnuoase, BbisBse-
MOM npwu aHuedanute Pacmyccena [35, 38].

OTMEYEHO, YTO «UMMYHHas» U «CTPYKTYpHas» 3TUOJ0-
FMK MOTYT COCYLLLECTBOBATL Y OAHOMO M TOrO XXe nayuneHTa,
1 06e, BEPOATHO, UrPaKOT ONPELEIeHHYI0 PONb B BO3HMK-
HOBEHWUM NMPUCTYNOB. HeKOTOpble HAGNIOAEHUA NOATBEPX-
[A0T KOHLENUWUK CTPYKTYPHOIA (MOCT3HLEMANUTHOR) 3nun-
nencum [39]. SHUedanunTbl, ONOCPEA0BaAHHbIE T-KNeTKamu,
NPUBOAAT K NOTEPe HEMPOHOB W FMKMO3Y, 4TO ObINO Npoje-
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MOHCTPUPOBAHO Ha npumepe 3JHuedanuta PacmycceHa
1 CBSI3AHHOMO C HUM HapyLUeHNs TKaHei 60MbLNX nonyLa-
puii rofioBHOro moara [35, 39, 40-42].

Kpome TOro, ructonatonornyeckue nccnenoBaHns Tka-
HeW, MOMYYEHHbIX MOCe XMPYPTrUYECKOro JiIeYeHMs 3nu-
Nencumn y naumeHToB ¢ HEMPOHHbLIMMW AHTUTENAMMK, MOKA3bl-
BAlOT Pa3J/INYHYI0 CTEMEHb HEepOHHOW NOTEpu, BKIOYas
cKJiepo3 runnokamna. O4HaKo He BCe NALWEHTbI C aHTUTe-
N00NoCpPeA0BaAHHbIM SHLEdANINTOM UMEHOT Ha MAarHUTHO-
pe3oHaHcHon Tomorpamme (MPT) unu npu ructonarono-
rMY4eCKOM WUCCNeJ0BaHNM NMPU3HAKN aTPOuM rosI0BHOIO
mo3ra. [1eNCTBUTENbHO, CTPYKTYPHbIE NOBPEXAEHUS, NPU-
BOAALLME K 3nusiencun nocne aHuedannuta, MoryT 6biTb
MUKPOCKONUYECKUMI 1 HEe BCErga BUAHbI N0 AAHHbLIM Heli-
poBM3yanuaauun.

MpeanoXeHHbIN TEPMUH «ayTOMMMYHHO-ACCOLUMPOBAH-
Has anunencus» Nog4YepKUBAET, YTO UMMYHHbIE DaKTOPbI,
NOCTIHUEeMaNNTNYECKOE CTPYKTYPHOE MOBPEXAEHUE WK
X KOMOMHALMA MOTYT CNOCO6CTBOBATb XPOHMYECKON Npej-
pacnonoXeHHoCTW K npuctynam. icnonb3oBaHne TepMmuHa
«ayTOMUMMYHHAsA 3nuaencus» noapasymeBaeT Hanuyme ak-
TUBHOW BOCMANMUTENbHOW peakuunm u npeanosiaraert, 470
B KQ4eCTBe OCHOBHOIO JIe4eHMA JOJKHA paccmaTpuBaTbCs
uMmmyHotepanus. 0gHako MMMyHOMOANMUMPYOLLas Tepa-
MUa y TakWX NALMEHTOB YaCTO OKa3blBaeTCA HEAPdEKTUB-
HOW. MeHee OnpeeneHHbId TEPMUH «ayTOMMMYHHO-AcCo-
LUMMPOBAHHAS AMMIIENCUs» NO3BOMAET NPeanoNoXnTb Npu-
CYTCTBME ApYrux hakTopoB, HaNpUmMep CTPYKTYPHbIX, KOTO-
pble MOTYT Urpatb ONpeAeneHHy poilb B BOSHUKHOBEHWM
3NUNEeNTUYECKUX NPMCTYNOB. 3Ta KOHUENnuus no3BoNiseT
KIIMHWULNCTY NPOA0MKaTh NeYeHne anunencun TpaguumoH-
HbIMU NPOTMBO3NWUAENTUYECKUMMU CPEACTBAMU U UCMOSb30-
BaTb XUPYPruvecKoe fneyHeHne npm BbISBAEHUN CTPYKTYPHbIX
W3MEHEHWIA ronoBHOro Mo3ra [38].

C opyroi CTOPOHbI, CTPYKTYPHbIE N3MEHEHUS TOJI0BHO-
r0 MO3ra He BCerfa accouuupoBaHbl C BO3HUKHOBEHMEM
anunencuun. [encTBuTeNbHO, aTpous runnokamna sBns-
eTCAa YacTbIM crieacTBueM aHuedanuta ¢ LGI-aHtutenamu,
HO ee Hanu4ne Heo6s3aTeNbHO NPUBOANT K 3NUSIENCUN CO-
NACHO NpeaBapUTENbHbIM IOHTUTIOAHBIM UCCNEA0BAHUAM
[43-45]. Bo-BTOpbIX, AaXe HA NO3AHMX CTagusax aHueda-
nuta PacmycceHa MOXeT COXPaHATbCA MUHUMANbHOE
T-kneto4Hoe BocnaneHume [35]. TOYHO TaK Xe HET HUKAKKX
[0Ka3aTenbCTB MPAMOA POSIN aHTUTEN B MaTOreHHOCTY
WK MOCNIeJ0BaTeIbHOM OTBETE HA WMMYyHOTepanuto. Tak,
rMcTONaToNorM4eckKne AokasaTenbCTBa BOCNANIEHNS BbIsB-
NeHbl Npyu 6UONCUN FONOBHOIO MO3ra 1 0nepaTUBHOM Jieye-
HUK 3NUJIENCIN Y NALMEHTOB C OHKOHEBPAJIbHbIMI aHTUTE-
namu Kk GADG65 [33, 38]. MpeanonaraeTcs, 4To BOCNasieHue,
onocpefoBaHHOe T-KneTkaMu, MOXXEeT NPUBECTN K ANINTESTb-
HbIM W3MEHEHWUSM B FOSIOBHOM MO3re, CNOCOOCTBYIOLLMM
CMOHTAHHbLIM 3NMUNENTUYECKUM NpUcTynam [46].

PaccmoTpum KnumHM4eckne 0CO6EHHOCTM UMMYHOOMO-
Cpef0BaHHbIX 3NUIENTUYECKUX NPUCTYNOB C Y4ETOM HEW-
pocneunduyecknx antuten (taén. 1). Mpuctynbl 06bIYHO
YyCTOAYMBbLI K MPOTMBOINMUIENTUYECKUM Npenaparam Ha
paHHMX cTtagusax 3abonesaHns [19, 47-50], a Takxe B je-
6t0Te 3a60M€BaHMA 4ACTO PErucTpMpyeTcs anuientuye-
CKuWI cTaTyc [51, 52].

B koropTtax naumeHToB C Pa3nnYHbIMMK TUNAMU ayTOAH-
TUTEN PErncTpupyloTcs HECKONbKO BKUAOB 3nuiienTuye-
CKMX MPUCTYNOB BbICOKOW 4acToTbl [72, 85], KOpoTKas
MPOAOSKMTENbHOCTL MNPUCTYNOB, OTCYTCTBME MOCTNPU-
CTYMHOW CMNYTAHHOCTW CO3HAHMA, MPUCTYMbl NEPUCUIIbE-
BOW CEMMWONOruK (Hanpumep, CMeLLIAHHbIE aypbl, KJIOHWUK
MUMMWYECKNX MbIWL, CEHCOpHas adasus) [86, 87], CKNIOH-
HOCTb K 6unatepasibHbiM TOHWUKO-KJIOHUYECKUM MPUCTY-
nam (BTKIT) B HO4YHOE Bpems [85].

Y nauneHToB 06bIYHO OTCYTCTBYIOT ApPYrue TUMWUYHbIE
(bakTOpbl puUCKa pasBUTMA 3ANWUMencun, Takue Kak de-
6pnIIbHbIE MPUCTYMbI UAKN HAC/EACTBEHHbIA aHAMHE3 3Mun-
nencuu [29].

AnNunenTu4ecknini ctatyc B AebroTe 3aboneBaHns 0Co-
6EHHO 4aCTO BCTPEYAETCH NPU IHUEdANNTE C aHTUTENaMu
K peuentopaMm ramMmma-aMWUHOMACNSAHOW Kucnotel A n B
(TAMK,R n TAMK,R) [87-90].

KOrHMTWBHbIE N NOBEJEHYECKNEe HApyLIeHUs, KaK npa-
BWJI0, COMPOBOXAAKT OCTPble CMMMTOMATUYECKME Mpu-
CTyNbl, BTOPUYHbIE MO OTHOWEHUID K ayTOMMMYHHOMY
3HUedanNUTy, N BKHOYAKT HapyleHus namsatu [44], Ha-
CTPOEHNS, NCUX03 M KATaTOHMIO, KakK 3TO HabnojaeTcs
npu aHTN-NMDAR-aHuedanute [91, 92]. [In3aBTOHOMHbIE
1 OBUraTenbHble HapyLIeHus, Hanpumep opodaymnanbHas
nncToHna, xapaktepHas ans aHTu-NMDAR-sHuedannta
[92], mOXeT 6biTb OWMO0YHO AMATHOCTMPOBAHA KaK aMu-
nentuyecknin npuctyn [93].

BO3HMKHOBEHNIO ayTOMMMYHHOIO 3HLUedanuTa MoxeT
npeALecTBOBaTb BUPYCHLIA NpoapoM. Hanbonee sapkum
npuMepoM ABNSETCA 3HUedanuT, Bbi3BaHHbIA BII, npu
kKotopom aHuedanut ¢ NMDAR-aHTUTENAMU MOXET BO3-
HUKHYTb Y4epe3 HeCKOJIbKO HeJesb nociie nepBoHavanbHo-
ro paspewienus [21, 94].

Hanu4ine 3n0Ka4eCTBEHHbIX HOBOOOPA30BAHUIA B aHAM-
He3e, 0COOEHHO 3a HECKOMbKO NIeT A0 Hadvana npucryna,
CBUAETENbCTBYET O BOSMOXHOCTI Pa3BUTMA NapaHeonna-
CTUYyeckoro sHuedanuta [3, 95, 96]. ®akTopom pucka
TaKXXe MOXET OblTb JINYHbIA WU CEMENHbIA aHaMHe3 CU-
CTEMHbIX ayTOMMMYHHbIX paccTpoiicTs [48].

OCOBEHHOCTH KIMHUYECKON
KAPTUHBI UMMYHHOW SITUJIEIICUA

B 3ABUCHUMOCTH OT TUIIA
AYTOAHTUTEJ / FEATURES OF IMMUNE
EPILEPSY CLINICAL PICTURE DEPENDING
ON THE TYPE OF AUTOANTIBODIES

AHTHTE A K KJIETOYHOM IIOBEPXHOCTH /
Antibodies to cell surface

NMDAR IgG (aHTuTena k N-metun-D-acnapraTtHomy
peuentopy)

AHuedanut ¢ aHTutenamu K NMDAR 06b14HO nopaxkaeT
MONO/bIX XEHLWH C MeanaHon Bo3pacta 22 roga (gmana-
30H 0T 2 mMec A0 85 net) [65]. KnuHuyeckas KkapTuHa, Kak
NpaBuo, HAa4MHAETCS C NPUCTYNa rONOBHOW 60U UAK NK-
X0paaKK, 32 KOTOPbIM CNeAYHT NCUXNYECKIMEe NPOABEHUS,
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Ta6auna 1 (Hagaxo). KnnHudeckue 0COGEHHOCTH IMMYHOOIIOCPEIOBAHHBIX SIMUICIITHUECKUX IIPUCTYIIOB

Table 1 (beginning). Clinical features of immune-mediated epileptic seizures

Accounauus
AHTHrEH / JnunenTUYECKUE NPUCTYNbI / ¢ anunencuen / HeBponoru4eckue nposiBnexHus / WcTounukm /
Antigen Epileptic seizures Epilepsy Neurological manifestations References
association
AHTHUTENA NPOTUB BHYTPHKNIETOYHBIX (BHYTPEHHMX) aHTUreHoB / Antibodies against intracellular (internal) antigens
Buco4Hble n/uin BHEBUCOYHbIE J'ImylﬁvmeCKmVl JHUEANuT, CEHCOPHaR
ANNA-1/Hu | npuctynbl, peako 9C // Temporal and/ 2+ HeLlrv?s?/niTm)|(I:3?arnecT:pTrT;Tt?§ ggﬁg%;" [53-57]
or extratemporal seizures, rare SE neuropathy, autonomic dysfunction
@oKanbHble NPUCTYMbI C HAPYLLEHUEM
CO3HaHUA unu éunaTtepasbHble Jlumbunyecknii aHLedannT, CTBOJI0BON
Ma-1/Ma-2 | ToHuKo-KnoHu4eckue / Focal seizures 2+ 3HuedanuT / Limbic encephalitis, [58, 59]
with impaired consciousness or brainstem encephalitis
bilateral tonic-clonic seizures
CMHAPOM PUrMAHOIO YeN0BEKa,
MynbTudokanbHas anunencus, rMnNepaknnekcus, aHuedanuTt cTeona
GAD65 (papmMaKope3nCTEeHTHaA anunencus, o4 Mo3ra (ocobeHHo y adppoamepukan- | [30, 31, 60,
peako 3C / Multifocal epilepsy, drug ueB) / Stiff-man syndrome, 61, 62]
resistant epilepsy, rarely SE hyperekplexia, brainstem encephalitis
(especially in African Americans)
CTpuaop, napuHrocnasm, 4entocTHas
. . OWCTOHWSA, ONMCOKJTOHYC MUOKITOHYC /
ANNA-2/Ri Mpuctynsl peakn / Rare seizures 1+ Stridor, laryngospasm, jaw dystonia, [57]
opsoclonus, myoclonus
XopeoarteTos, ONTUYECKUNIi HEBPWT,
Pegwo accoumposas o npucryna e v
(dOKanbHbIMU C HAPYLLUEHHbIM UK ’a UK ﬁOHeVI onatus /’ [14, 60, 63
CRMP-5 COXpaHHbIM CO3HaHueMm) / Rarely 1+ Cho‘r)ecflath)étosis gptic neuritis ’64]’ ’
associated with seizures (focal with TSI ’ . "
impaired or intact consciousness) retinitis, limbic encephalllps, ataxia,
transverse myelitis,
polyradiculoneuropathy
AHTHTENA NPOTHB NOBEPXHOCTHbIX aHTUreHoB / Antibodies agains cell surface antigens
OpodhaumanbHble ANCKNHE3NN,
3C v sHuecbanonatus (33T aKCTpe- KaTaTOHWSA, HEPBHO-MCUXNYeCKas
ManbHble genbTa-wetku) / SE and ANCHDYHKUNS, BETETATUBHAA AUCCDYHK- [21, 60, 65,
NMDA-R encephalopathy (EEG: extreme delta 3+ uns, pe.d)paKTe.pHa‘ﬂ SI'IVIJ'IeI'ICVI.ﬂ/ 66]
brush)- Orofamal_dyskmesm_s, catatonia, _
neuropsychic dysfunction, autonomic
dysfunction, refractory epilepsy
Ectb coobuieHnsa 06 3G/ Few reports Jlum6bunyeckuin aHuedannt / Limbic
AMPA-R on SE 2+ encephalitis [66-69]
PedpakTepHble npuctynsl, 3C / 3C, numbunyeckunin sHuedanut /
GABA-B Refractory seizures, SE 3+ SE, limbic encephalitis [6, 60, 66]
PedpaktepHbie npuctynbl, 3G / 3C, ayTOMMMYHHbI 3HUedanmuT /
GABA-A Refractory seizures, SE 3+ SE, autoimmune encephalitis [6. 60, 66]
OHuedanonaTnsa, U3MeHeHNs HacTpoe-
ngggqeanrg::igg:gpoMcCoTﬁyg:Lo HWS, ABUraTeNlbHble PACCTPOMCTBA
mGIuR5 y feten / Epileptic séizures are 2+ n npuctynsl / Encephalopathy, mood [71]
common, especially in children changes, mover_nent disorders and
seizures
basanbHblii raHrIMO3HbIA SHLEdANNT,
[BUrarefibHoe pacCcTponCTBO (AUCTO-
HWS, NAPKUHCOHN3M, XOpes), CONPOBOX-
[laloLLeecs UK He CONPOBOXAatoLLee-
€A NCUXNYECKMM PACCTPONCTBOM
(BO36YXXOEHNE, 3MOLMOHANbHAA
Dopamine anunenTuyeckue NpUCTynbl peako / 14 NabunbHOCTb, TPEBOXHOCTb U NCUX0- [71]
2R (D2R) Rare epileptic seizures TNYECKMEe CUMNTOMbI) U/ PAcCTPOR-
CTBOM cHa / Basal ganglia encephalitis,
movement disorder (dystonia,
parkinsonism, chorea) with or without
psychiatric disorder (arousal, emotional
lability, anxiety and psychotic
symptoms) and/or sleep disorder

anunencus n NapokcnamMasibHble COCTOSAHUS
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Ta6auna 1 (okoH9aHue). KinHndeckue 0CO6EHHOCTH IMMYHOOIIOCPEI0BAHHBIX AMUICIITHYCCKUX IIPUCTYIIOB

Table 1 (end). Clinical features of immune-mediated epileptic seizures

COCTOSAAHMSA

AHTHrEH /
Antigen

JnunenTUYECcKUe NPUCTynbl /
Epileptic seizures

Accoumauus
¢ anunencuein /
Epilepsy
association

HeBponoruveckue nposiBnexHus /
Neurological manifestations

WNcTo4HuKK /
References

LGN

®daumnobpaxunanbHble LUCTOHUYECKNE
NPUCTYMbI, yHUNaTepanbHble NUo-
3PEKLMOHHbIE MPUCTYMNbI, NAPOKCU3-
MafibHO€ rON0BOKPYXKeHMe /
Faciobrachial dystonic seizures,
unilateral piloerection seizures,
paroxysmal vertigo

3+

dauymobpaxnasnbHble AUCTOHUYECKME
MPUCTYMbI, MUI03PEKLNOHHbIE NPUCTY-
Mbl, NAPOKCU3MalbHOE FOJIOBOKPYXKEe-
HUe, NUMOUYecKniA aHLedannT,
runoHatpuemuns / Faciobrachial
dystonic seizures, piloerection seizures,
paroxysmal vertigo, limbic encephalitis,
hyponatremia

[43, 72,
73-78]

CASPR-2

Hecneumnduyecknii / Non-specific

1+

HelipomnoToHmud, cuHapom MopBaHa,
NUMOUYecKnin aHuedanuT, pedpakTep-
Has anuencus, HapyLieHue cHa /
Neuromyotonia, Morvan syndrome,
limbic encephalitis, refractory epilepsy,
sleep disturbance

143, 79]

DPPX

Penko accouuupyetcsa ¢ npuctynamu /
Rarely associated with seizures

1+

[napes, runepaknnekcus, HapyLeHue
CHa, MapacoOMHUW, CNYTAHHOCTb
CO3HaAHMS, MCUX03, TPEMOP, MUOK0-
Hyc, atakcus / Diarrhea, hyperekplexia,
sleep disturbance, parasomnias,
confusion, psychosis, tremor,
myoclonus, ataxia

(66, 80]

MOG

doKanbHble NPUCTYMbI C BTOPUYHON
reHepanusaumeit n 3C / Focal seizures
with secondary generalization and SE

1+

OcCTpblil paccesiHHbIN 3HLEedanomue-
JINT, HEBPUT 3PUTESTBHOIO HEpBa,
nonepeyHbli muenut / Acute
disseminated encephalomyelitis, optic
neuritis, transverse myelitis

(66]

GlyR
(glycine
receptor)

CTUMyn-ceHCUTUBHbIE AN Y3HbIE
cna3mbl, poKanbHbIe BUCOYHbIE
npuctynbl, 3C / Stimulus-sensitive
diffuse spasms, focal temporal
seizures, SE

M3PM: cuHapOM pUTMOHOIO YEN0BEKa,
CO CTUMYNYYBCTBUTENIbHBIMU CNa3ma-
MU, MUOKJIOHWER, TUNepaknneKkcuen
1 BEreTaTUBHbIMUN HAPYLLEHUAMMU,
LLOMOJIHNTENbHLIMU CTBOJIOBbIMU
HEBPOJIOrNYECKMMU CMMATOMamm /
PERM: stiff-person syndrome, with
stimulus-sensitive spasms, myoclonus,
hyperekplexia and autonomic
disturbances, additional brainstem
neurological symptoms

(81]

Neurexin-3a

[laHHbIX HEOCTATOYHO /
Insufficient data

1+

B npogpomanbHOM nepuofe nnuxopag-
Ka, ronoBHas 60/b 1 XXeya04HO-KU-
LLUEYHbIE HAPYLUEHMs Nepea pa3BuTnem
3HUedanonaTun N NPUCTYNoB, CAyTaH-
HOCTb CO3HAHUS, CHUXXEHNE YPOBHS
CO3HAHUS, ANCKNHE3NKN, TUNOBEHTUNSA-
uma / Fever, headache and
gastrointestinal disturbances in
prodromal period before development
of encephalopathy and seizures,
confusion, decreased level of
consciousness, dyskinesias,
hypoventilation

(66]

IgLON5

Pepnko accounnpyeTcs ¢ HOYHOM
no6Hoaonesow anunencuen / Rarely
associated with nocturnal frontal lobe

epilepsy

Pepko / Rare

Mapacomuuu, REM- n NREM-
HapyLLEeHNs, pacCTPONCTBA ABVKEHNS,
6ynbbapHble HapyLweHus, AUCcyHKUna

CTBOJIa FOJIOBHOMO M0O3ra, MOBbIWEH-
Has BO36yaumocTb / Parasomnias,
REM and NREM disorders, movement
disorders, bulbar disorders, brainstem
dysfunction, hyperexcitability

[82-84]

IIpumeuanue. OC — snunenmuveckuti cmamyc; DO — anexmposnyepanozpagpus; [IDPM — npozpeccupyroujuti dHuyedanomuenim
€ PUUOHOCBIO U MUOKAOHYCOM; REM (anen. rapid eye movement) — COH ¢ 6bicmpulm 08uiceHuem eaas; NREM (axen. non-rapid eye
movement) — CoH 6e3 6bLCIMPO20 0BUNCCHUA 2/1A.3.

Note. SE — status epilepticus; EEG — electroencephalography; PERM — progressive encephalomyelitis with rigidity and myoclonus;
REM — rapid eye movement; NREM — non-rapid eye movement.
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BKJHOYAsA ranjouuHaumm, MaHnenofobHble ann3oabl, Ye-
pefytoLinecs annm3oabl KpaHero Bo36yXAeHNUs N KataTo-
HUW. 3aTeM pas3BMBAKTCA CYAOpOru, JHuedanonaTus,
opodhaumanbHas AUCKMHE3Us, XOpeoaTeTo3 U BereTaTme-
Has aucyHkums [65]. Peructpupytotcs okanbHble He-
MOTOPHbIE NPUCTYNbI, KOTOPblE MOTYT NPOrpeccupoBaThb
[0 pedbpakTepHOro anunentuyeckoro craryca [60, 97].

Mpwn OTCYTCTBUWN CBOEBPEMEHHOIO NEYEHUS BOSMOXHO
nporpeccupoBaHne ¢ pa3BuTuem Kombl [65].

TpurrepHbin GakTop MOXeT 6bITb WAEHTUHULNPOBAH
NPUMEPHO B NOJIOBUHE Cly4Yaes. [IByMS OCHOBHbIMW TpUr-
repamu fBNAOTCA HaNN4Y1e TePaTOMbl AUYHUKOB [67] 1 9H-
uedanut, Bbi3BaHHbI BIT [21]. Coobwanocb, 470 npu-
MepHO Yy 2/3 B3POCbIX XXEHLLMH B Bo3pacTe 0T 18 4o 45 net
¢ 3Huedanutom ¢ aHtutenamu kK NMDAR nmeeTtcsa Tepato-
ma An4HUKOB [66]. OfHAKO Hanm4mne 3TON ONYX0Nu KpaiiHe
peako BCTpeyaeTcs y feTeil mnaawe 12 net unm y noxu-
nbiX nofen (45 net n ctaplue) [6, 65, 66]. Kpome Toro, npo-
CNeKTMBHAS OLeHKa nauneHToB ¢ BMI-3HuehannTom noka-
3ana, 410 B 17% 9Tux cny4aeB BO BpeMs HabnoaeHMUs
passunca sHuedanut NMDAR. Ewe y 3 60MbHbIX B 3TOW
KOropTe npu nocfiefyowen oLueHke Obln BbISIBIEHbI UM-
MYHOTNI06yNMHbI NO34HEro uMMyHHoro oteeta K NMDAR
6€3 KaKnx-imbo KIINHNYECKNX NPU3HAKOB ay TOMMMYHHOI0
aHuebanuTa [21].

B eAMHNYHbIX MCCef0BaHNAX NPEACTaBNEHbl FeHeTU-
Yyeckune NpeanKTopbl Pa3BUTUSA IHLEdANNTa C aHTUTENaMm
Kk NMDAR. BbisiBneHa cnabas accoumaumusi y B3poCnbIX na-
LMEeHTOB — HocuTenen annens B*07:02 neikoumTapHOro
aHTureHa 4enoseka (aHrn. human leukocyte antigen, HLA),
OCHOBHOTO  KOMMAeKca rMCTOCOBMECTUMOCTW  (aHrJl.
histocompatibility complex, MHC) [73].

LGI1 IgG (aHTMTEna K MHaKTUBUPOBAHHOM
neiuyuH-6oraroii rnuome 1)

@daunobpaxuanbHble AUCTOHWYECKUE MPUCTYNblI aCCO-
LMMPOBaHbI C aHLedanuToM ¢ aHTutenamm Kk LGI1 [73-75].
[pyrue n3BecTHble TuMbl (POKASbHbIX NPUCTYNOB C CO-
XPaHHbIM CO3HAHMEM, acCoUMUPOBaHHbIX € LGI1-aHTu-
Tenamu, BKJIHOYAKOT TennoBble, CEHCOPHbIE W NUIOMOTOP-
Hble MPUCTYMbI M MOTYT HA6OAATHCA NPU APYTUX NUMOK-
4eCKMX 9HuedanuTax u HedHuedanuTuyeckmx op-
Max NMMMOMYecKnx oKanbHbIX npuctynos [43,72, 76, 77].
[TapokcuamasnbHble NPUCTYNbl TONOBOKPYXEHUS pPeaKu,
HO XapakTepHbl Ans 3HUedanuTa, accouuMpoOBaAHHOIO
c LGI1-aHTutenamm [78].

VimmyHorno6ynuHel knacca G k LGI1 06bI4HO accounm-
PYIOTCS C 3NUENTUHECKUMM NPUCTYNAMN N HapyLleHnem
namsaTi (Kak npaBuno, y naumeHToB ctapwe 40 neT), HO Tak-
)Ke OMMUCAHO HECKONbKO Ciy4aeB 3a60neBaHUs B AETCKOM
Bo3pacTte [98]. OgHUM M3 XapaKTepHbIX PEHOTUNOB, OMK-
CaHHbIX Cpean B3POCIbIX MALMEHTOB, ABNANTCA hauuo-
6paxnanbHble OUCTOHWYECKME MPUCTYNbl. ITO CTEPeOTUn-
Hble KOPOTKME (pOKanbHble AWCTOHWYECKWE MOTOPHbIE
NPUCTYNbI, BOZHUKAIOLLME HECKONBbKO pa3 B AeHb [74]. dpy-
ras xapakTtepHas Cemuoniorms npucTyna — annu3obl OAHO-
CTOPOHHE nunoapekunn. Kpome T0ro, onucaHbl NpucTy-
noo6pasHble rONOBOKPYXeHUS [78]. 3TN rONOBOKPYXEHUS
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UNU «BHETENECHbIE MEPeXUBaAHNSA>» («BbIXOA U3 Tena») Mo-
ryT npeAwecTBOBaTh 3HUedanonatum Ha 2-12 mec.

HLA-aHanu3 LGI1-accoumnpoBaHHOro aHuedannTta no-
KasaJl CMJIbHYIO CBA3b C 27 OLHOHYKNEOTUAHbIMU BapuaH-
tamu (OHB) HLA-II n rannotunamm MHC «knacca |l
DRB1*07:01, DQA1*02:01 n DQB1*02:02 [99].

He60nbLUI0E YMCII0 NALUEHTOB (0KOJI0 2%) C aHTuTena-
mu K VGKGc umetoT conyTcTytoume IgG K KOHTaKTUH-ac-
counmpoBaHHo-nogo6bHomy 6enky-2 GCASPR-2. YV Hux
yaule BCTpeYaeTcs nopaxeHue nepudyepm4eckoil HepBHOM
CUCTEMbI (HEipOMWOTOHUSA, MUOKUMUA UNWN AU3ABTOHO-
munst). O4HAKO y 3HAYUTENbHOI 4acTu 60/1bHbIX, 0COBEHHO
MOXWbIX, MOTYT ObITb CONYTCTBYIOLLME ANUENTUYHECKME
npucTynbl unn aHuedanut. BbiseneHue TonbkKo 1gG
kK VGKCc B otcytcTaue IgG k LGIT u/unn CASPR-2 He mo-
XKEeT ABNATLCA cneunpuyeckum 61omMapkepom ayToumMmy-
HuTeta [43, 79].

AMPA IgG (aHTMTENa K a-aMMHO-3-ruapoKcU-5-meTun-4-
M30KCa30/nponuoHOBOI KUCNOTE)

Aututena k peuentopy AMPA HanpaBfieHbl MpOTUB
cy6beaunny, GluR1 n GluR2, BbI3biBAA CHUXEHWE peryns-
UMK peuenTopa U YMeHbLUEHNE ero CUHaNTU4ecKon Kna-
ctepusauun. CpeaHunii BO3pacT Havyana 3abonieBaHust co-
cTaBnsieT okono 60 ner [66]. AMPA-accouMMpoBaHHbIN
3HUedanuT 06bI4HO COMPOBOXAAETCA KNACCUYECKUMM
CUMNTOMAMKU NIMMOBNYECKOro 3HUedanuta (aHTeporpag-
HOE CHUXXEeHMe NamATh, peTporpagHas aMHe3us, n3meHe-
HWUS HACTPOEHMS U BUCOYHblE MpuUcTynbl). HegaBHue uc-
CNeAoBaHMs  NOATBEPAMM  MPAMYK  MATOrEHHOCTb,
0MoCpefioBaHHY0 aHTMTeNnamun [67, 68]. [1Be TpeTn naum-
EHTOB WMEKT MEPBUYHYI 3J10KA4YECTBEHHYI OMyXoJib,
rNaBHbIM 06Pa30M MEJSIKOKJIETOYHbIN paK Nerkux n Tumo-
my [100]. Y 4actn 60NbHbIX MOXET ObITb pedpakTepHoe
TEYeHMe, HECMOTPA HA arpeccUBHY0 MMMYHOTEpanuto,
1 nporpeccupyrowas audpdysHas atpodus Kopbl ronos-
HOro mo3ra [73, 68, 69].

FAMKR IgG (aHTuTena k peuentopam tuna B
raMma-aMmMHOMACNSAHO| KUCNOTbI)

Peuentopbl  TAMK Ttuna B (GABAB1) cBf3aHbl
¢ G-6enkoBbIMKM  KanueBbiMW  KaHanamu. GABAB1-
peLenToOpHbIA 3HUeMannT 06bIYHO NPOABNAETCA pedipak-
TepHbIM 6€CCYA0POXHBIM ANUNENTUYECKUM CTaTyCcOM [66].
BONbLWNHCTBO NALWEHTOB — NOXWUJIbIE MYXUYMHbI (CPESHWIA
Bo3pacT 61 roa) [6]. B 50-60% cny4aes BbiBAETCS 3/10-
Ka4yeCTBEHHOE HOBOOOpa30BaHue, 4Yallle BCEro MesKoKJie-
TOYHBIN paK Nnerkunx.

FAMK R lgG (aHTuTena kK peuentopam Tuna A
raMma-aMmMHOMACNAHO| KUCNOTbI)

C TAMK-peuenTopHbIM 3HUedanMToOM accouumpoBa-
Hbl MOJTHWEHOCHbI dHUedanuT n pedpakTepHbie 3Nu-
nenTuyeckne MpPUCTYNbl WK 3NUAENTUYECKMIA CTaTyC.
Takue nauymeHTbl Ha MPT uMeT xapakTepHble MYbTU-
hoKanbHbIe aCUMMETPUYHbIE KOPTUKAbHbIE M MOAKOP-
KOBble 30HbI, runepuHTeHcuBHble B T2/FLAIR pexumax
[60]. Bo3pacT ae6tota 3a605ieBaHNA, KaK NpaBuiio, MeHb-
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we, 4em y nauneHtos ¢ FTAMK-B-3Huedanutom (cpeaHui
Bo3pacT 40 nert) [6].

DPPX IgG (anTutena
K aunentuaun-nentupgasonofo6bHomy 6enky-6)

Aunentnamn-nentnaasonofobHbini  6enok 6 (aHrn.
dipeptidyl-peptidase-like protein, DPPX) saBnsetcs BCno-
MOraTenbHOW CyObeaNHULIER KNETOYHON NOBEPXHOCTU Ce-
MencTBa Kanuesbix KaHanoB Kv4.2. MauneHTtbl ¢ DPPX-
AHTUTEN0aCCOoUNMPOBAHHBIM 3HLEMANUTOM TaKXe MOryT
NMETb B KJTMHNYECKOW KapTUHE HapyLleHne KNHETUKMN Xe-
NYAOYHO-KWLLIEYHOrO TPaKTa, NOTEPI0 BECA, KOTHUTUBHYIO
ONCYHKLNIO, LeNUpuii, TUnepaknnekcuo, MUOKIIOHYC,
MapacoMHMK, a MHOrAA W NPOrpeccupyownin aHuedano-
MWUESTINT C PUTUAHOCTLIO U MUOKIIOHNUAMK [66, 80].

mGlur5 IgG (anTuTena Kk metaboTponHomy
rnytamatHoMmy peuentopy-5)

B 1982 r. I. Carr onucan HeponcuxnaTpu4ecKnin CuH-
APOM C HapylUeHnem noBeaeHus, fenpeccuen, amHesnen
U rannwoumnHaumsMn y csoein 15,5-neTHei Jo4epu ¢ NuMm-
domoii XomxknHa. OHa NpoLuna Kypc fevyeHuns, 4yto npu-
BEJI0 K 3HA4YUTESIbHOMY HEeBPOSOrUYeCKOMY YNYHLIEHNHO.
ABTOp HasBan 9Ty naronoruto «cuHgpomom Ocdpbenum»
B 4eCTb nepcoHaxa u3 nbecbl Wekcnupa [101]. OH npea-
MONIOXWA, 4TO NapaHeonnacTUYeCcKnin MexaHu3m onocpe-
[LOBaH LMPKYNUPYIOLLEA HelipoMeamaTopHO MOMEKYIION,
cekpeTupyemoii onyxonbto. B 2011 r. I[gG kK meTab0TpPOMHO-
My rnyTamatHomy peuentopy 5 (mGlurb) 6bi1 06Hapy>KeH
Y 2 NAUMEHTOB C KJINHWYECKUMM NPOSABIIEHNSMM, COOTBET-
cTeyrowmmn «cungpomy Odpbenum» (NogocTpoe Hadvano
3HUedanonaTun, W3MeHeHWEe HaCTPOEHWUs, 3NuUNenTuye-
ckue npuctynbl n numdoma XopxkuHa) [102]. B Hepas-
HeM uccnepoBaHun 11 nauueHToB C BbIiBNEHHbIMK 1gG
K mGlurb y 5 60nbHbiXx 6bina 06HapyXeHa numdoma
XOOKKMHA Ny 1 — MENKOKNeTo4HbIn pak nerkoro [70].
06WMMMN KNMHNYECKUMI NPOSIBNEHNAMI OblNK HEApONcu-
XNaTPUYECKNEe HapyLLUEHUS, PaCCTPOMCTBO ABUXEHUS, Ha-
pyLUEHMe CHA v anunenTuyeckue npuctynsl. Y 5 n3 11 na-
uneHToB Ha MPT ronoBHOro mo3ara 6bi110 BbIIBNIEHO Nopa-
XKEeHNe NUMONYECKO CUCTEMbI, @ Y 4 — NBMEHEHUS B 3KC-
Tpanumounyeckon o6nacTi. Y 2 60nbHbIX 3NUNENTUYECKUIA
CTaTyC ObI1 NEPBLIM KJIMHUYECKUM NMPU3HAKOM.

D2R IgG (aHTUTENa K NOBEPXHOCTHOMY peuenTopy
pothamuHa-2)

D2R — BaxHeiwuii peuenTop, perynupyrowmn goga-
MUHeprudeckyt HenpotpaHcmuccuto. R.C. Dale et al.
(2012 r.) [71] B uccnepoBaHum JeTei U NOAPOCTKOB C 9H-
uedanutom 6asanbHblX FAHINUEB W APYruMKU npeanona-
raeMbiMW ayTOMMMYHHbIMW HapyweHnsiMu 6a3asibHbIX
FaHrnneB BbISBUIIN NOBbIWEHHbLIA ypoBeHb IgG k D2R y 12
13 17 NaumMeHTOB NO CPABHEHUIO C KOHTPOsieM. [losBneHue
CMMMNTOMOB 4acTO NPOMCXOAUNI0 B MOCTUH(EKLMOHHbIX
UK NOCTBAKLMHANbHbIX ycnosusax. MaTb n3 12 geten nme-
NN KNUHUYECKNIA aHaMHEe3 W CeposiorMYeckue [AaHHble,
CBUAETENbCTBYOLWME O MNpeawecTByOWed WHDEKLUN
B-remonnTU4eCKMM CTPENTOKOKKOM (N=3), MUKOMNa3MeH-

HOW MHeBMOHMeN (n=1) n aHTeposupycom (n=1). CumnTo-
Mbl B AebloTe 3abosieBaHWs BapbUpOBanu, HO BANOCTb,
MCUXNYECKNE CUMNTOMbI, NATONOrNYeCKME ABUXKEHNS UK
HapyLlleHne NOXOAKMN BbIIN TUNUYHBIMUK. B KIMHNYECKOM
CMHApOMeE npeobnagan Lenbli CNeKTP ABUraTebHbIX pac-
CTPOICTB, BK/OYas AUCTOHWUIO, NAPKUHCOHU3M U XOpeto.
MHoOrme naumeHTbl ¢ AUCTOHUER UMenu rpyobii Tpemop.
OKynorvpHble Kpn3bl UMENN MecTo Y 2 60JIbHbIX C ANCTO-
HUER NN NapKMHCOHU3MOM, a «TPeneTaHue» rnas 3aperu-
CTpUpOBaHO y 1 pebeHKa C Xopeen 1 aTakCuen.

Y 9 n3 12 nauneHTOB HabNHAANMCL NCUXMYECKNE pac-
CTPOIiCTBA, B YAaCTHOCTW BO36YXAEHME, IMOLMOHANbHAS
NabunbHOCTb, TPEBOXXHOCTb W MCUXOTUYECKNE CUMMTOMbI.
HapylweHue cHa, BANOCTb, COHIMBOCTb, AUCKHYHKUNA
CTBOMA TFOJSIOBHOTO MO3ra, 3NUIENTUYECKUEe MPUCTYNbI
1 aTakcus BO3HMKANM pexke. Y NonoBuHbI 60/bHbIX N0 AaH-
HbIM HelpoBU3yannu3auun CTPYKTYPHbIE W3MEHEHUS TO-
NTOBHOTO MO3ra OTCYTCTBOBAJIN. Y 4aCcTW NauMeHTOB BblsiB-
NANUCL BOCNANUTENbHbIE W3MEHEHUS, NOKaNN3yLmnecs
B 6a3aibHbIX FAHMIMAX U CTPYKTYpax CTBOJSA FOSIOBHOMO
Mo3ra. JnuienTuyeckue nNPUCTYNbl PErucTpupoBannch
B 2 cnyyasax. 9nekTpoaHuedanorpamma (33l) 6bina
B npejefiax BO3PACTHOW HOPMbl NGO NOKasbiBana He-
cneunduyeckoe 3amepaseHne, COBMeCTUMOE C dHLedano-
natueil. Hn y ogHOro nauueHTa He 6bI710 BbISBNEHO 3MNK-
nenTUgOPMHOI aKTUBHOCTK NO JaHHbIM 33l [71].

GlyR IgG (aHTMTENA K FMMLMHOBOMY pelenTopy)

AHnTuTEna K rauumHoBbiM peuentopam (GlyR) TecHo
CBA3aHbl ¢ 3a60/1eBaHNAMN CIMHHOIO MO3ra 1 CTBOMA ro-
NOBHOTO M03ra. Y 60/bLUIMHCTBA NALMEHTOB HabnogaeTcs
nporpeccupyowWwnin - aHLeanoMmMennT ¢ PUrugHOCTbIO
n muoknoHycom. A. Carvajal-Gonzalez et al. (2014 r.) ngeH-
TMMUMpoBann 52 nauneHTa ¢ NOOXKMTESIbHbIMU aHTUTE-
namm K GlyR n conoctaBunn KnuHM4eckme 0CO6EHHOCTHU.
Y 33 60/bHbIX 6b1S1 KNACCUMDULNPOBAH NPOTPECCUPY HOLL NI
3HUedaNnoOMUENnNT C PUrMAHOCTLIO U MUOKITOHYCOM, Y 2 —
CUHAPOM PUTMAHOMO YeJI0BEKa; y 5 — NUMOMYECKNIA dHLe-
hanut n anunenTuYeckas aHuedanonatus, y 2 — HapylLue-
HWSI CTBONAMO3ra, y 2—AeMUESTMHN3MPYIOLLAN ONTMYecKas
HeBponaTtus, y 1 — HeyTO4YHEHHbI anarHos [81].

AHTHTEA K BHYTPHK/JIETOYHBIM CTPYKTYpaMm /
Antibodies to intracellular structures

GADG5 IgG (anTutena k gekapbokcunase
rNyTaMWHOBOW KUCNOTbI)

AnTtutena GADB5 (TUTpbl CbiBOPOTKM 60nee 20 HMONb/N
NN 06HApPY>XeHNe B NUKBOPE) acCOLMUPOBAHbI C Pa3nny-
HbIMW ayTOMMMYHHbIMW HEBPOJIOrM4eCKUMUN 3a60/1eBaHN-
AMUW, BKNKOYas ayTOMMMYHHYO 3NUNEencuto, CUHAPOM pu-
FTMAHOCTW, MO3XKEYKOBYIO aTaKCU, NUMONYECKUIA 9H-
uedanut n NPOrpeccupyrowmnii dHLedanoMmennT ¢ pu-
TMAHOCTbIO N MuoknoHuein [30, 61, 62, 103]. XKeHLWMHbI
CTPaJatoT Yalle, 4eM MYXX4MHbI, CPeHNIA BO3PACT Havana
cumntomoB cocTasnset 30 net (guanaszoH 5-80 net) [60].
B nccnepoBanum 112 nauneHToB ¢ DOKANbHOI 3NKUNENcu-
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€A HEYTOYHEHHOW 3TMONMOrMM ¢ Ae6TOM BO B3POCNIOM
Bo3pacte y 5,4% 6binn 06HAPYXXEHbl BbICOKME TUTPbI aH-
tuten Kk GAD65 (6onee 1000 EL/mn) [31]. O6bI4HO 60/1b-
Hble ¢ aHTUTenamm GADG65 (TuTpbl cbiBOPOTKK 60nee 20
HMONb/N UNKU 0BHAPYXXeHUe B JINKBOPE) pedipakTepHbl
K Tepanuu [30, 31]. MocTynupyeTcs, 4T0 pedpakTepHas
npupoja 3a605eBaHMsA BTOPWYHA MO OTHOLUEHWUID K KIe-
TOYHO-0NOCPEA0BAHHON LUTOTOKCUYHOCTH, @ HE K NPAMO-
My NaToOreHesy, 0nocpeaoBaHHOMY aHTUTESlaMu.

Anti-Hu (ANNA-1) IgG (HeiipoHanbHble AgepHble
aHTuTena tuna 1)

benku Hu, ocob6eHHo HuD, umeloT Ba)KHOe 3Ha4eHume
ONS perynaumu HepoHanbHon PHK, perynaumu kneTtou-
HOr0 uUMKna u paseutus kKnetok [53, 54]. Y nauneHToB
¢ IgG Kk ANNA-1 npucyTCTBYIOT pa3nnyHbie NPOSBNEHNS CO
CTOPOHbI LEHTPanbHON 1 nepudepnyeckon HEPBHON CuU-
cTembl. Boisenenune 1gG kK ANNA-1 accounmpoBaHo ¢ Men-
KOKNeTo4HbIM pakom (81%). Cyutaercs, 410 HuD-cne-
ununyeckne T-KNETKN UrParT BaXKHYH POIb B NaTOreH-
HOCTU napaHeoniacTm4eckoro cuHapoma [55]. MNpuaHaka-
mu aytoummynuteta ¢ ANNA-1 sBnfalTCa CceHcopHas
HenlponaTusa v BereTatuBHas AMCHYHKLUSA, 0COBEHHO ra-
cTponape3 [56]. OgHaKo y He6ONbLWON 4acTh NaLUEHTOB
(10-17%) perucTpupytoTcd NUMOUYHECKMiA 3HUedanuT
n/vnn pedpakTepHble anunenTuyeckne npuctynsl. Mpu-
cTynbl B Ae60Te 3a60neBaHNA MOTyT ObiTb BUCOYHbIMU
UM BHEBUCOYHbIMU [57].

Anti-Ri (ANNA-2) IgG (HeipoHanbHbie aaepHble
aHTMUTEena Tuna 2)

Y naumeHToB ¢ IgG Kk ANNA-2, nnu anti-Ri, Takxe 6binu
3aperucTpmpoBaHbl NUIIENTUYECKUE MPUCTYNbI U NIUMOK-
yeckuil 3Huedanut. OQHAKO TUMUYHBIM KJIMHUYECKUM
NPOSIBNEHNEM ABNIAETCA CUHLPOM MOPaXXeHWUs CTBOMA ro-
NOBHOr0 MO3ra WM MO3XEe4YKa, BKIIOYAKLWMA aTakcuio,
HUCTarM, OMCOKJIOHYC-MWUOKJIIOHYC, AWCTOHWUIO OTKPbIBa-
HWA YeNCTel 1 napuHrocnasmsl [571].

Ma-2 IgG (aHTuTEena K MeMbpaHHbIM aHTUreHaMm)

MauneHnTsbl ¢ IgG K Ma-2 06bI4HO UMEHT KITUHUKY JIUM-
614eckoro aHuedanuTa WAM CTBOMOBOr0 3HuedanuTa.
ABTOpbl pPETPOCMEKTUBHOrO uccnepgoBanna Ma-2-1gG-
CEpPOMno3MTUBHBIX MauneHToB coobwunu o BTKIT unu ¢o-
KanbHbIX NPUCTynax C HapyleHuem co3HaHus y 44%
605bHbIX [58]. BonbwunHcTBO nauneHtoB ¢ IgG k Ma-2
MMEeT 60 OMyXoSib NOJSIOBbIX KNETOK AnYeK (0COOEHHO
MONO/ble MYXUMHbI), MO0 MENKOKIIETO4YHbIA paK Nerkux
(noxwunbie nayneHTbl ¢ cocywecTtsyowmum IgG k Ma-1)
[59]. BnaronpumATHbIE KIIMHWYECKME UCXOAbI OblNN CBA3a-
Hbl C OTCYTCTBMEM COCYLLEeCTBYHOLWMX aHTuTen k Ma-1,
MYXXCKUM 1osiom, 605ee MOSIOAbIM BO3pacTOM (MajLle
45 neT) 1 HanM4MeMm onyxonu AnYKa ¢ NOJSHbIM OTBETOM Ha
neyeHue.

CRMP-5 IgG (aHTuTena k 6enky - meguartopy
KOJI1ancuMHOBOro 0TBETA 5)

lgG k CRMP-5 (aHrn. collapsin response mediator
protein) aBnseTca napaHeonnacTu4yeckum GUOMapKepoMm
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MEeJIKOKJIETOYHOr0 paka Nerkux unu Tumombl [63]. Maum-
eHTbl ¢ 1gG Kk CRMP-5 umetoT pasnuyHbie HEBPOJSIOTUYE-
CKWe NpOSIBNEHNs, BKKOYAs NUMOMYECKWIA dHUedanurT,
XOpeto, HeBPONaTUI0 YePenHO-MO3r0BbIX HEPBOB, MO3XEY-
KOBYIO aTakCWio, MUESIoNaTuio 1 nonupagukynoHespona-
Tuio [14, 60, 64]. Takxxe y CRMP-5-cepono3nTnBHbIX nauu-
EHTOB ObININ 3apernucTpupoBaHbl POKasibHbIE MPUCTYNbI
C COXPAHHbIM U HapYyLUEHHbIM CO3HaHWeM. Pelatoulee
3Ha4YeHne ANs NyYwero KIMHUYeCKOro NCX04a UMEHT fne-
YeHue Jexalleil B OCHOBE 3/10KA4ECTBEHHOM OMyxonu
1 paHHee Ha4yano ummyHoTepanuun [60].

IgLONS (anTutena k 6enkam IgLONS)

bonesHb aHTN-IgLONS — 3T0 peakoe n Manou3y4yeHHoe
HEBPOJIOTMYECKOe PACCTPOMCTBO, BMEPBbIE OMUCAHHOE
1 oxapaktepusoBaHHoe B 2014 r. L. Sabater et al. [82].
Onpepenstowine 3aboieBaHne aHTUTeNa HaleneHbl Ha 6e-
NOK afre3nn HeMpoHanbHbIX KNeToK, (YHKLNSA KOTOPOro
[0 CUX MOP He BMOJIHE MOHATHA. Y NaLMeHTOB C 60/1€3HbI0
aHTN-IgLON5S BbIABNATCS rMCTONATONOMNYECKME NPU3HA-
KU1 HelipofiereHepaTNBHOrO paccTpONCTBA, BKIO4asn ¢oc-
hopunupoBaHme Tay-6enKa 1 OTIOXKEHNE €r0 B HEMPOHAX
[83]. o cux nop Bennuchb CNopbl 0 TOM, ABNSETCS NN aHTW-
[gLON5 ayTOMMMYHHbIM PacCTPOCTBOM, BbI3bIBAOLLNM
BTOPWYHbIE HepofereHepaTuBHble COObLITUA, WU [fiaB-
HbIM 006pa3oM HenpoaereHepaTUBHbIM 3a60N€BaAHNEM
C COMYTCTBYKOLMMU Crieunduryeckumm antutenamu. B He-
JlaBHEM nccneaoBaHun 66110 BbiiBNEHO, 4T0 IgG kK LONS
HapyLaT UNTOCKENETHYIO OpraHn3auunto B KybTUBUpYe-
MbIX HEMpOHAX FMNMnoKamna KpbIC, YTO MPUBOAUT K AUC-
TPOMPNYECKMM HEWpUTaM W aKCOHANbHOMY HaOyXaHWH.
9TV AaHHble Hapsay C NOBbILEHWEM YPOBHA Helnpoduna-
MEHTOB B CMMHHOMO3rOBOW XWUAKOCTW NaLMEHTOB CBUAE-
TeNbCTBYHT 0 TOM, 470 IgG K LON5S, B 0T/IM4mMe oT Apyrux
AHTWUTEN K KNeTOYHOW NMOBEPXHOCTHW, HapyLUaeT nojaepxa-
HWe LUUTOCKeNeTa HelipoHOB, 06ecneynBas CBA3b MEXAY
ayTOMMMYHUTETOM U HelpogereHepaumen [84].

3aboneBaHnme B OCHOBHOM XapaKTepuU3YeTCcs TSXKEefbl-
MW HapyLIEHMAMU CHA (MapacoMHMs, 6ECCOHHMLA, 4pes-
MepHas JHeBHas COHMMBOCTb M HapYLUEHWUE [bIXaHWS BO
CHe), 6ynbb6apHbiMKU cumnTomMamu (aucdparna n ausap-
Tpus) N HapyLweHnem noxoakm [83].

[pofeMOHCTpUpPOBaHa CuiibHas accounauns ¢ HoCu-
TenbctBom rannotunos  HLA-DRB1*10:01 wu  HLA-
DQB1*05:01, B TO BpeMs Kak NpOsB/ieHNEe CUMNTOMOB
N TSXKECTU 3a60J1eBaAHNSA HOCUT FeTEPOreHHbI XapakTep.
K MOMEHTY NOCTAHOBKM AnWarHo3a y nauneHTOB BblsiBNS-
I0TCA 4eTblpe BeAyLMX CUMHAPOMA: PaCCTPOMCTBO CHa
C NMapacoMHMENR N 3aTPYAHEHHbIM AblXaHEM BO CHe; 6Y/b-
GapHbI CUHAPOM, BKIHOYAKLWMIA aucdaruto, cruanopeto,
CTPUAOP WM OCTPYH [bIXaTeSIbHYI0 HEL0CTAaTO4YHOCTb;
CUHAPOM, HANOMUHAILWINA NPOrPeCcCUpyOWNA cynpaHy-
KneapHbld napanuy; KOrHUTUBHbIE HApyLLeHWs C Xopeen
unn 6e3 Hee. Y BCex 6ONbHbIX CO BPEMEHEM pa3Bunach
napacoMHMsA, anHO3 BO CHe, 6ECCOHHMLA WM 4pe3mep-
Has [pHeBHas coHnuocTb. HLA-DRB1*10:01 wn HLA-
DQB1*05:01 6bInM NONOXUTENbHbIMK Y 87% NALNEHTOB,
annens DRB1*10:01 6611 B 36 pa3 605ee pacnpocTpaHeH,
4yem B 06Leit nonynsauun [83].
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K Opyrum MMMYHOOMOCPEAO0BaHHbIM 3MUNIENCUAM OT-
HOCAT 3HUedanuT PacmycceHa, BMepBble BO3HUKLLIWA
pedpakTepHbI ANUNENTUYHECKIIA CTATyC (aHM1. new-onset
refractory status epilepticus, NORSE) [104, 105].

3AK/IIOYEHHUE / CONCLUSION

[MauneHTbl ¢ ayTOMMMYHHOIA 3nuiencuen JOSKHbI pe-
rynspHo HabnoaaTbCs, NPeANOYTUTENIbHO Y 3NUIEeNTON0-
ra COBMECTHO C HEMPOUMMYHONOroMm. lpn AnuTeNbHOM
Ha6OJEHNN Y HEKOTOPbIX B0JIbHbIX COXPAHAETCH XPOHU-
yeckas (papMakope3ncTeHTHas anunencus, HeCMoTps Ha
arpecCrBHY0 UMMYHOTEpANUIO U Npuem NpPOTMBO3NUIEnN-
TM4ecknx npenapatoB. OnpeaennTb, ABASETCH Nu 3nu-
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