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AYTOUMMYHHBIE DQOHHEDAJIUTBI: OCOBEHHOCTHU
KIIMHNUYECKOI'O TEYEHUS, PAHHAA INATHOCTUKA U
COBPEMEHHBIE ITOAXO/bI K JIEYEHHUIO (OB30P
JIMTEPATYPbI)

T'aiibuee A., Mycaee 3.X.

Camapkanockuti 20cy0apcmeentbll MeOUyUHCKUU ynugepcumen, 2.
Camapxano, Pecnybonruka ¥Y3b6exucman

AHHOTANUA. Aymoummynnvle snyeghanumol (A3) — epynna éocnanumenvHvix 3a00.1e6aHULL
20/1086HO20 M032d, 00YCIOBNIEHHbIX aHmMumenamuy K HetipoOHaibHulM anmueenam. Ilonynsayuonnvle
uccie0o8anusl NOKA3auu, Ymo ux pacnpocmpanéHHocms COnOCMAaguMa ¢ pacnpocmpanéHHocmsio
UHexyUuoHHbIX dHYedarumos. B 0630pe 060bwenvl cospemertvle 0anHbie 00 INUOEMUOLIOSUU,
kraccugpuxayuy, xiunuveckux ocobennocmsax anmu-NMDA-peyenmopnoco u anmu-LGI1-
oHYeparumos,  OUACHOCMUYECKUX  KPUMEPUsAX, UHCMPYMEHMANbHOU U  J1ab0pamopHou
ouazHocmuxe, UMMYHOMEPANUYU Nepeoll U 8MOPOl TUHUU, A MAKIHCEe NPOSHOCMUYECKUX WKALAX.
Tloouépxusaemcs, umo nHopmanvras MPT u omcymcmeue nieoyumosa He UCKAIUam OUudeHo3,
a paHHee Ha4ano UMMYHOMEPANUU U C80e8PEMEeHHAs ICKANAYUS NedeHUsl AGTIAIONCI KII0Ue8blMU
Gdaxmopamu brazonpuamHo2o ucxooa.

KaloueBble caoBa:  aymoummynuwii  suyegpanum,  anmu-NMDA-peyenmopnuiii
snyeghanum, LGII, ouacnocmuueckue kpumepuu, ummyHomepanus, pumykcumao, wkana NEOS.

Annotatsiya. Autoimmun ensefalitlar — neyronal antigenlarga qgarshi antitanalar bilan
bog‘lig bosh miyaning yallig ‘lanish kasalliklari guruhi bo‘lib, ularning tarqalishi infeksion
ensefalitlar bilan tagqoslanadigan darajada. Sharhda anti-NMDA-retseptor va anti-LGI1
ensefalitlarining epidemiologiyasi, klinik xususiyatlari, diagnostik mezonlari, birinchi va ikkinchi
qator immunoterapiyasi hamda prognostik shkalalar bo ‘yicha zamonaviy ma’lumotlar
umumlashtirilgan. Normal MRT va likvorda pleotsitoz yo ‘qligi tashxisni inkor etmasligi, erta
immunoterapiya esa yaxshi natijaning asosiy omili ekanligi ta’kidlanadli.

Kalit so‘zlar: autoimmun ensefalit, anti-NMDA-retseptor ensefaliti, LGI1, diagnostik
mezonlar, immunoterapiya.

Abstract. Autoimmune encephalitis (AE) is a group of inflammatory brain disorders
mediated by antibodies against neuronal antigens, with a prevalence comparable to that of
infectious encephalitis. This review summarizes current data on the epidemiology, classification
and clinical features of anti-NMDA receptor and anti-LGI1 encephalitis, diagnostic criteria,
laboratory and instrumental diagnosis, first- and second-line immunotherapy and prognostic
scores. A normal MRI and the absence of CSF pleocytosis do not exclude the diagnosis, while
early immunotherapy and timely escalation of treatment are key determinants of a favourable
outcome.

Keywords: autoimmune encephalitis, anti-NMDA receptor encephalitis, LGI1, diagnostic
criteria, immunotherapy, NEOS score.

BBenenue

AyToruMMyHHbIE SHUEDaATUTHI (AD) mpencTaBisioT coO0N TpylIy OCTPBIX U
MOJOCTPBIX BOCHAJIUTENbHBIX 3a00JI€BaHUN TOJIOBHOTO MO3ra, B OCHOBE KOTOPBIX
JCKUT HMMMYHHBI OTBET MNPOTHUB AHTUT€HOB HEHWPOHOB M cuHamcoB. llocie
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ornucanusi antu-NMDA-penentoproro suuedpanura B 2007-2008 rr. uucio
W3BECTHBIX HEUPOHAIBHBIX ayTOAHTUTEN OBICTPO BO3POCIO, a AD M3 Ka3yHCTHKHU
NPEBPaTWIIUCh B OJHY U3 aKTyaJIbHbIX MPOOJIEM HEBPOJIOTHH, MCUXUATPUU U
WHTEHCUBHOMW TEpAIHH.

[Tonmynsimmonnoe uccnenoBanre D. Dubey u coast. (2018), BbITOHEHHOE B
okpyre Onmcren (CHIA), mokazano, 4To pacnpoCTpaHEHHOCTh AD COCTaBISET
okoimo 14 na 100 000 HaceneHus M CONMOCTaBUMA C PaCHpPOCTPAHEHHOCTHIO
WH(DEKIIMOHHBIX HJHIIE(PATUTOB; IO HKCTPANOJUPOBAHHBIM OIEHKaM aBTOPOB,
eXeroJHo B mupe 3aboneBaroT okojgo 90 Teic. yenoBek [1]. Bmectre ¢ Tem
3a00JIeBaHUE TO-TIPEKHEMY HEPEAKO ACOIOTUPYET MO MACKOW MCUXUATPUUYECKUX
paccTpoicTB, WHGEKIIMOHHOTO JHIehaTuTa WM SMHICTICUHA, YTO TPHUBOIUT K
3amo37aJ10My Haually UMMYHOTEpaIuu.

[lenp o030pa — 0000IIUTH COBpPEMEHHBIC JaHHBIE 00 OCOOEHHOCTAX
KIIMHUYECKOTO TEUEHMS, paHHEH JUAarHOCTUKE M JICUCHUM AayTOMMMYHHBIX
sHIIe(PaTUTOB.

Marepuaj 1 MeTOABI

Boimonnen  aHanu3  myOnMKanuid, — MHACKCHPOBaHHBIX B 0asax
PubMed/MEDLINE, Scopus, Europe PMC u Google Scholar, ¢ npuopurerom
MHOTOIIEHTPOBBIX ~ KOTOPTHBIX  HCCIEJOBaHUM, CHUCTEMAaTHYECKUX 0030pOB,
METaaHaJIU30B U MEXKIYHAPOHBIX KOHCEHCYCHBIX JIOKYMEHTOB, OITyOJIMKOBAaHHBIX
npeumyiiectBeHHO B 2013-2026 rr. [lTouck mpoBoauica MO KIIHOYEBBIM CIIOBaM
«autoimmune encephalitisy, «anti-NMDA receptor encephalitis», «LGI1»,
«diagnostic criteria», «immunotherapy», «prognosisy.

Knaccupuxauus

B npaktrueckoM oTHOImEHNH AD MPUHSATO PA3AETATH HA ABE rpyIibl. [lepByro
COCTABJISIIOT SHILEPAINUTHI, ACCOUMUPOBAHHBIE C AHTUTEIAMU K MOBEPXHOCTHBIM
(MemOpannbIM) anTUreHaM HeiipoHoB — NMDA-, AMPA-, GABA-A- u GABA-B-
penentopaMm, 0enkam LGI1 u CASPR2 u np. AHTUTENA 3TOM TpymIbl 00J1agat0T
IPSIMBIM ITATOI€HHBIM JEHCTBHUEM, CBA3b C OIyXOJISIMU MEHEE IOCTOSHHA, a4 OTBET
Ha MMMYHOTEpanui, KakK MpaBWIoO, XOpoumMil. BTopyr rpynmy cCoOCTaBISIFOT
KJIACCUYECKHE  [MapaHEOIUIaCTUYECKHE  CHHIPOMBI €  aAHTUTENaMH K
BHYTpuKJIeTouHbIM aHTureHam (Hu, Ma2 u np.), mpu KOTOpBIX MOBpPEXKICHHE
OTIOCPEOBAHO LIUTOTOKCUYECKUMU T-MMM@OoLnTaMU, OHKOJIOTHYECKas aCCOLMAIUs
BBICOKA, a IPOTHO3 3HAUMTENBHO XyKe. Takoe pa3ieneHue onpeaenser Kak 00beEmM
OHKOIIOUCKA, TaK U 0XKUAAEMYIO 3(P(HEKTUBHOCTH JICUEHUS.

Kiaunuveckoe Teuenne antu-NMDA-peunentoproro 3nnedanura

HaubGonee wuactoii ¢opmoit AD sasusercs antu-NMDA-penenTopHsiii
suneanut. B xpynuenimein koropte M.J. Titulaer u coart. (2013; 577 GonbHBIX)
81% mDanMEHTOB COCTAaBISAIN JKCHIMWHEI, 37% OblmM Monoxe 18 mer, 95% —
MOJIOKe 45 JIeT; OIMyXojb, NMPEUMYIIECTBEHHO TepaToMa SWYHUKA, BBISBIICHA Y

38,1% 6onbHBIX [2]. B a3uaTckux KOropTax 4acToTa OMyXO0JIeBOM aCCOIMAIINH HIXKE
—15,6-19,5% [3].
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Jlnis 3a06oneBanus xapaktepHo ctaauitHoe Teuenue. Y 40—70% naiueHToB emy
IpeIIIecTBYyeT HECHeU(PUUECKH MpOAPOMAaNIbHBIA Mepuoj (ToloBHas OoJb,
JMXOpajJKa, TOUIHOTA, PBOTA), Mociie KOToporo y 90% mnoIpocTKOB U B3pOCIBIX B
TEYEHUE HECKOJbKUX JHEH — JBYX HeAeldb pPa3BUBAIOTCA BBIPAKCHHBIC
IICUXUYECKHEe U T[IOBEIEHYECKHE HapylIeHHs: TpeBora, OeccoHHuIa, Open,
raJuUTIOLIMHALINY, arpeccusi, KaraToHus. Jlanee mpucoeTuHsIOTCS HapyIIEHUs Peuu U
naMsTH, SMUIENTUYECKUE IPUCTYBI (Ha KakoM-InOo stane 0ose3Hn — y 65,9%
OOJIbHBIX), CHWKCHHE YPOBHS CO3HaHHUsA, OpodanuaibHble U TeHEepaJIN30BaHHBIC
JTUCKWHE3WH, BEreTaTUBHAs HECTAOWIBHOCTh M LIEHTpaJbHAs THIIOBEHTHIIALINA,
TpeOytomume jedeHuss B ycnoBusix OPUT [3]. V nereit 3abosneBanue wyaiie
NeOITHPYET C TOBEJACHYECKUX HAPYIICHWW, TMPHUCTYNIOB U JIBUTATENIbHBIX
paccTpoiCTB, a HE C IICUX03a.

AHTH-LGI1-3H1edanuT

AnTtu-LGl1-sH11ehanut sBisieTcs BTOpoi mo yactore Gpopmoit AD u TUIIHYEH
JUISL JIUL] CPETHETO U MOKUIIOro Bo3pacTa. 1o JaHHBIM cucTeMaTuyeckoro oo3opa
80 myOmukanuit (485 OonpHbIX; Teng u coaBtr., 2022), dauuodbpaxuaabHbie
JUCTOHUYECKUE TIPUCTYIBI — KPATKOBPEMEHHBIE CTEPEOTHUIIHBIE COKPAILIECHHUS
MBILII] JIMIA U PYKH HAa OJHOW CTOPOHE — OTMEYEHbl Yy 52,5% OO01bHBIX, UHBIE
AMWJIENTUYECKUE IPUCTYIBI — Yy 68,5%, HapylIeHHs] KPaTKOBPEMEHHOM MaMsITH —
y 75,2%, ncuxuueckue Hapyumenus — y 57,7%, runonarpuemus — y 54,9% [4].
Pacno3naBanue QanuoOpaxuaibHbIX JUCTOHUYECKUX MPHUCTYINOB MMEET 0co0oe
3HAYEHUE, MOCKOJIbKY PaHHEE Hayajlo MMMYHOTEpAUU Ha 3TOM CTaAUHN MO3BOJISET
NpPEeIOTBPAaTUTh  Pa3BUTHE  Pa3BEPHYTOro  JUMOMUYECKOro JHIedanuTa U
KOTHUTUBHOTO AeduuunTta. PeMuccus npu nepBUYHOM JIeYEHUU OblIa JOCTUTHYTA Y
93,0% OONBHBIX, MOJyYaBUIMX KOPTUKOCTEpOH.bl, Y 87,5% — BHYTPHUBEHHBIN
UMMYHOTJIOOYJIMH Uy 96,7% — X KOMOMHAILIMIO; pelUaIuBbl oTMeueHbl y 16,3%

[4].

JInarnocruka

KiitoueBbIM mIaromM ctajio MPUHATHE KIMHUYecKuX kputepueB F. Graus u
coaBT. (2016), TO3BOJISIIONIUX YCTAaHOBUTH JHWAarHO3 «BO3MOXXHOro AD» 10
MOJYYEHHUs] PpPe3yJbTaTOB HCCIENOBaHUS aHTuten [5]. Kpurepuun BKIIOYAOT
nogocTpoe (MeHee 3 MeCSIIeB) pa3BUTHE HAPYIICHUH pabouei maMsaTH, U3MCHEHUS
MICUXUYECKOTO CTaTyca WU TMCUXWYECKUX CHUMITOMOB B COYETAaHUHM XOTS OBl C
OJHUM W3 TPU3HAKOB: HOBBIE OYArOBbIE HEBPOJIOTHYECKUE CUMIITOMBI,
AMUJIENITUYECKUE TPUCTYMHI, HE OOBICHUMBIE paHEE W3BECTHBIM 3a00JIeBaHUEM,
MJICOITUTO3 JIMKBOPA WJIM XapaKTepHbIe Al dHILeanuTa uaMeHeHus Ha MPT, —
MPU pa3yMHOM HUCKJIFOYEHUHU aJIbTEPHATUBHBIX MPUYMH. Takol moaxos mo3BojseT
HAaYMHATh UMMYHOTEPAIHUIO B paHHUE CPOKH.

Bo3moxxHOCTH pyTHHHBIX MeToAoB orpaHuyeHbl. I[lpu anTtu-NMDA-
peuentopHoM sHIeannte nzmeHeHuss Ha MPT BwisiBisitorcst umb y 33,3-37,7%
OOJBHBIX, IICOIUTO3 JTUKBOpa — Yy 67,8—75,6%, a cnenuduuecknit D3I -marrepu
«extreme delta brush» — tonpko y 6,7-6,8% [2, 3]. CnegoBaTenbHO, HOPMAJIbHBIE
pesynbTatel MPT ¥ muKBOpa HE HCKIIFOYAKOT AUArHo3. Pemaroniee 3HaueHue UMEET
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HCCIIEIOBAHUE AHTUTENI B CHIBOPOTKE M JIMKBOPE C HMCHOJIb30BAHUEM KIIETOUHBIX
tectoB; g aHTU-NMDAR-sHuedannura wuccieqoBaHue JHUKBOpa SIBISIETCA
00s13aTeNIbHBIM, TOCKOJIBKY o00JajaeT ©0oJjiee BBICOKOM UYYBCTBHUTEIBHOCTBIO U
CHeU(PUIHOCTHI0, YEM HCCIICIOBAHHE CHIBOPOTKH. BceM OOJIBHBIM HE0OXOauM
OHKOIIOMCK, Y KEHIIMH MOJIOJOTO Bo3pacta — mnpexae Bcero Y3U, MPT wnu KT
OpraHoB MAJIOTO Ta3a JJIsl UCKJIIOUCHUS TePAaTOMbI SIMYHHUKA.

Jleuenue

NMmyHoTEpanus nepBoi JUHUU BKJIIOYAET BBICOKHE JI03bI
METHJIIPETHU30JI0HA, BHY TPUBCHHBI IMMYHOTJIOOYJTMH W/WIH T1a3Madepes, a mpu
BbIsIBJICHUM omyxonmun — e€ ynanenue. B koropre M.J. Titulaer u coast. (501
OOJIbHOW C OIIEHEHHBIM HMCXOJOM) TepBasi JUHUS JICUYECHUS U yAAJICHUE OMYyXOJu
MPUBOIWIN K YIYUIICHHUIO B TCUCHHUE 4 HEIEb IPUMEPHO y TTOJIOBUHBI OOJIBHBIX; Y
46,8% otBer k 4-i1 Henene Obul HenocTaTouHbIM [2, 3]. IlpumeHeHHE y Takux
OOJILHBIX MpenapaToB BTOPOW JMHUUM — pUTyKcuMaba u mnukiodochamuga —
aCCOIIMUPOBAJIIOCH C JYUYIIMMHU MCXOJaMU M0 CPaBHEHUIO C MMOBTOPHBIMU Kypcamu
nepBoil nuHuu. [lo manuepiM Gong W COaBT., YacTOTa OTBETAa Ha KOMOMHAIIMIO
BHYTPUBEHHOTO HMMMYHOTIJIOOYJIMHA C METWINPEIHU30J0HOM jaocturana 86,5%
npotuB 55,6-68,7% npu MOHOTEepamuu; Cpeaud OOJIbHBIX, TMOJyYaBIIUX
puTyKCMMa0, He3aBUCUMOTO (yHkimonupoBanus (mRS < 2) mocturnu 94,1%
npotus 87,5% [3]. g pedpakTepHBIX CIIydaeB B OT/IETBHBIX CEPUSIX HAOTIOACHUIN
MPUMEHSIOTCS TOIMIN3ymMad M OopTe3oMuO, OAHAKO JoKazaTelbHas 0aza uxX
UCITOJIb30BaHUS NTOKA OrpaHUYEHA.

Yepes 24 mecsua xopomuid GyHKIHMOHaNBHBIN uexod (mRS 0-2) nocturaercs
y 81% 00JIbHBIX, TPUYEM BOCCTAHOBJICHUE MPOAOIKaeTCs 10 18 mecsiieB u Ooree;
JEeTanbHOCTh cocTaBisieT okojo 6% [2, 3]. Peunmauser pasBuBatorcs y 10-30%
OOJIbHBIX, TPEUMYIIIECTBEHHO B MEPBBIE 2 T0/a, U, KaK MPaBUJIO0, MPOTEKAIOT JIeTue
nepBoro snu3ojaa [3].

IIporno3upoBanue ucxoaa

He3aBucuMbiMu TpeIUKTOpaMu OJIarOMPUATHOTO HCXola B Koropte M.J.
Titulaer u coaBT. ObUTH paHHEE HAYAJIO JICYEHUSI U OTCYTCTBHE HEOOXOIUMOCTH B
rocriutanuzammu B OPUT [2]. Ha atoit ocHose R. Balu u coast. (2019) npennoxunu
mkany NEOS, Bximodaroniyto 5 npusHakoB 1o 1 6amny: rocnutanuzanus B OPUT,
OTCYTCTBUE YJydIlleHUs 4Yepe3 4 Hemenu JICUCHHs, Hayauo JiedeHus mno3aHee 4
HeJleb oT aedrota, n3MeHenus Ha MPT u nuTo3 nmukBopa 6osee 20 Ki1eTok/MKII [6].
[Ipu BHemHe#n Bamupauuu y 175 nereit mkana nokaszana AUC 0,870 (95% AU
0,801-0,938): yacToTa miIoxoro ucxoja 4yepes roj cocrtaBuia 1% mpu cymme 0-1
6at u 50% npu 4-5 Gannax [7]. lllkana mo3BoJiseT Ha paHHUX dTarax BHIJAEIUTH
OOJBHBIX, HYK/IAIOIINXCS B arpeCCUBHOM dCKAJIAIUNK TEPaIThy.

3akJIroueHue

AyTOMMMYHHBIE SHUE(QAIUTBl BCTPEYAIOTCS 3HAYUTENIBHO 4Yalle, YeM
CUMTAJIOCh paHee, U JIOJDKHBI paccMaTpUBaThCs B AU(PHEpEeHLInaTIbHOM JAUarHo3e
J1000r0 MOJOCTPOrO ICHX03a, HEOOBSACHUMBIX SMHJICNITUYECKUX HPUCTYIOB U
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HapymeHuy namsata. Hopmanenas MPT u oTcyTcTBHE IUIEOIMTO3a HE UCKITIOYAIOT
nuarHo3.  IIpuMeHeHune  KIMHUYECKUX  KPHUTEPUEB  «BO3MOXKHOTO  ADy,
UCCJIEJOBAaHUE aHTUTEN B IMKBOPE U CBIBOPOTKE, 003aTENIbHBIN OHKOIIOMCK, PAHHEE
HA4aJI0 UMMYHOTEpAUH U 3CKanalus KO BTOPOH JIMHUM NPU OTCYTCTBUU 3 (deKTa
B TeUeHHE 4 HeIeNb SBIIIOTCS OCHOBHBIMM pE3€pBAMM YJIYUIICHHS HCXOJOB.
AKTyanbHOM 3ajadedl [ NPaKTUYECKOro 3/paBooxpaHeHus PecnyOmuku
VY30ekucran SBISETCS PACIIMPEHHE NOCTYINHOCTU HCCIEIOBAaHUS HEHpPOHAJIBbHBIX
AHTUTE U BHEJPEHUE IPOTHOCTUYECKUX IIKaJl B pabOTy HEBPOJIOIMYECKHUX U
pPEaHUMAalMOHHBIX OTACICHUN.
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