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AyTOMMMYHHBIE 3HIE()aTUTBl TPEACTABISIIOT COOOH TSDKENOE MOpaXKeHHWE TOJIOBHOI'O MO3ra, 00YyCIOBICHHOE
BBIPAOOTKOM aHTHTEN MIPOTHB PA3IMYHBIX HEHPOHHBIX CTPYKTYp. B mocnmennee Bpems oTmedaeTcs yBelHMUYeHHE
pacnpoCcTpaHEHHOCTH JTaHHOH MATOJIOTHH, CBS3aHHOE HE TOJIBKO C TOBBIIIEHHEM HHOPMUPOBAaHHOCTH Bpadei 1
yIAydIIeHHeM METOIOB IWarHOCTHKH, HO, BEPOATHO, M C HCTHHHBIM YBeIHUYeHHeM 3aboneBaeMocTH. B
OTCYTCTBMHU NAaTOI'CHETHYECKOM Tepamuu MpH JaHHOW TpyImie 3a00jeBaHMil BBICOK PUCK Pa3BUTHUS TKETOTO
HEBPOJIOTHYECKOTO JePUIINTA U JIETAIBHOTO MCXO0/1a, IO3TOMY IOBBHIIICHUE OCBEIOMIEHHOCTH Bpaueil pasHbIX
CHENMaNBbHOCTEN 00 ayTOMMMYHHBIX SHIleQaluTax SBISETCS aKTyaJdbHOU 3ajayeil. ABTOpPBI MPHUBOAAT 0030p
JAHHBIX JIUTEPaTypsl 00 0COOCHHOCTAX NAHHOK MAaTOJIOTHH Y MAI[MEeHTOB IETCKOTO BO3pacTa.

Kniouesvie  crnosa: ayTOMMMYHHBIH  SHIE(AINT, HEBPOJOTHA JETCKOTO  BO3pacTa,
napaHeoriacTuueckue cuHApoMel, NMDA-perientops

aHTHTEIIA,

AytoummyHHbIe 3HIEepanuTsl (AWD) npen-
CTaBISIIOT CcOo0OM rpymmy 3a0oyieBaHUN IICH-
TpaJIbHOW HEPBHOW CUCTEMBI, KOTOPBIE SBIISIOT-
Cs pe3yJIbTaTOM HMMYHHOT'O OTBETa, BEAYILETro K
BOCTIAJICHUIO. OTH 3a00JeBaHUs XapaKTepHU3y-
IOTCS HaJUYMEM AaHTUTEIN, HAIMpPaBJIEHHBIX IPO-
TUB DPa3IUYHBIX HEWPOHHBIX BHYTPHKJIETOYHBIX
0€IKOB, CHMHAaNTHYECKHX PELENTOPOB, HMOHHBIX
KaHaAJIOB U O€JKOB, HAXOIAIINXCSA HAa MOBEPXHO-
cTH HeiipoHOB. AND mposBIsAtOTCS pasHOOOpa3-
HBIMH TICHXOHEBPOJIOTHYECKUMH CHMITOMaMH,
BKJTIOYAIOLIMMH KOTHUTHUBHBIC HAPYIIECHUS, TICH-
XOTHYECKHE M MOTOpHBIE paccTpoiicTBa. Pac-
IPOCTPAaHEHHOCTh Ay TOUMMYHHBIX SHIIE()ATUTOB
cocrasisgeT okono 13,7, a 3aboneBaemocth — 0,8

cinyqaeB Ha 100 000 HaceneHnus. Ty nokazaTenu
COTIOCTaBUMBI C TAaKOBBIMUA MH()EKIIMOHHOTO JH-
nedanura. B mocnemHue Tompl HaOIIOmaeTCS
TEHJICHIIMSI K YBEIWYCHHIO auarHoctuku AUND,
YTO MOXET OBITh CBSI3aHO KaK C YJIy4IICHHEM
METOJIOB BBISIBIICHHUS, TaK U C POCTOM OCBEJIOM-
JAEHHOCTH CPEeau MEAMIMHCKUX PabOTHHKOB O
JaHHOM Tpymie 3aboneBanuii [1, 2].

B 3aBucumMocTH OT 3THOJIOTHU ayTOMMMYH-
Hble sHIeanuTel (AND) nensTcst Ha HECKOIBKO
kareropuii.  CymiecTBYIOT — WAHONATHYECKHE
AUND, rae mopaxeHUEe UEHTPAIbHONW HEPBHOU
CUCTEMbI IIPOUCXOIUT O€3 CBS3U C OHKOJOTHYE-
CKUMHU 3a00seBaHusIMH. Taxke BBIIEISAIOTCS Ma-
paneoriactuyeckue AND, npu KOTOPHIX HEBPO-
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JIOTUYECKHE HapyIICeHUs acCCOLIMHUPOBAaHBI C
HaJIMYMEM OHKOJorudyeckoro mpomecca. Kpome
TOTO, BCTpeYarOTCs mocTHH(eKImonusie AND,
KOTOpBIE MOTYyT pa3BuBaThCs y 20% ManueHToB,
NEePeKUBIINX TEePHETUYECKUN HHIEDATUT WIH
saredamut nociie COVID-19. Bo3moxHo pas-
BUTHE SATporeHHblx AWD B pesynbrare mnpume-
HEHUS ONpeeIEHHBIX UMMYHOTEPAIIEBTUYECKIX
npenapaToB (aTe30au3yMa0, aieMTy3yMal u ap.)
[3,4,5,6].

B 3aBucumocTu OT pacrnozHaBaeMoro aHTu-
rera antutena (AT) xmaccupuupyroTcs Ha
rpynnsl: AT K BHYTPHUKIETOYHBIM WJIM OHKO-
HeBpanbHbIM aHTureHam (Mal/2, Ri, Hu, Yo-1,
CV2); AT k aHTUreHaM KJIETOYHOM IOBEPXHO-
ctu HeilpoHoB (NMDAR, LGAIl, AMPAR,
AMPA2R, GABAR, mGluRl,5, GABABR,
DPPX, GIlyR); AT Kk cHHanTHYECKHM HEHpO-
HanbHBIM aHTUTeHaM (GADG6S, amdpudusun) n
AT x rmuanenbim antureHam (GFAP, MOG). [1,
7]. Y nereit uame Bctpeuaercs AND, cBa3aHHBIM
¢ aHtu-N-meTwi-D-acnapTaTHeIM  penenTopoM
(NMDAR), xapakTepu3yromMiics OIpeneaéH-
HbIM COYETAaHUEM KIMHUYECKUX, UMMYHOJIOIH-
YECKUX U HEHPOBHU3YyalIM3allMOHHBIX JAHHBIX [8§,
9, 10].

Knunuuecxkue nposenrenuss B neérore 3abo-
JIEBAHUS Y B3POCIHBIX BKIIOYAIOT MCUXHUUECKUE U
KOTHUTHBHBIE PACCTPOMCTBA, B TO BpeMs KaK Kak
y ZeTei MiaJIIero Bo3pacTa yalie OTMEeUYaroTCs
CyJIOpOTM U TUHNEPKUHETUYECKUE PACCTPOHCTBA
(Xopendeckuii, JUCTOHMYECKUH TUIEPKUHE3DI,
CTepeOTUIIUHU U JIp.). B panpHelem npucoenu-
HSIETCSl U JApPYyTas HEBPOJIOTHYECKAs] CHMITTOMAa-
THKa, BKJIIOYAIONIAsl NCUXOMOTOPHYIO perpec-
CHUIO, TICHX03, HapyIIEHUs pedH, MaMsTH, CHa,
BETETATUBHYIO JUCPYHKIUIO W  CHIDKEHHE
YpOBHS CO3HaHuA. B moapocTkoBoM Bo3pacTe
yalle pa3BUBAETCA MAPKUHCOHUYECKAs CHUMII-
TOMaTUKa C THUIOKWUHE3UEH, PUTHIAHOCTHIO
MBI ¥ POPMHPOBAHUEM MMATOIOTHIECKUX 1103
[11, 12], a Takke MCUXUATPUUECKHE CUMIITOMBI
— pa3apaKUTEIBHOCTh, AXKHUTAIHS, BCIBIIIKHA
THEBa, TAapaHOWIAIbHBIE WICH, TsDKenas pe-
rpeccusi TMOBEJACHUS, JENPEeccus, AeBHAHTHOE
MOBEJICHUE, BKIIIOYas CyuUuAanbHble GOpMbI U
ap. [10, 13].

Ilpu nocmanoéxe ouacno3a ayTOUMMYHHO-
ro SHIe(aINTa BBIICISIOT BEPOATHBIA U JJOCTO-
BepHbII AMD cornacHo AMarHOCTUYECKUM KpH-
TepusiM. [l TOCTOBEPHOIO JIMarHo3a HeoOXo-
IUMO OOHapy’>K€HUE CHEHU(PUUECKUX aHTUTEN

(AT) B kpoBU W/WiH 1EPeOPOCTTMHATIBLHON KUJI-
koctu (LUCXK) [14, 15]. B neuyenun ucnonb3yror
npernapaTsl BHYTPUBEHHOTO HMMYHOTJIOOYJIMHA
U MeTwipenHu3onoH. Eciau uMMyHOTepanus
oKkaspiBaeTcs  HEID(PEKTHBHOH, HCHOIB3YIOT
npenapaTsl BTOPOH JIMHUHM — MOHOKJIOHAJIBHBIE
antutena (purykcumad), a30THONPUH M ITUK-
nodochamun [16, 17]. [Ipu nmapaneommacTrye-
ckoM AUMD — xupypruueckoe BMEIIATENBCTBO B
OTHOLICHWH OCHOBHOTO 3aboneBanus. Criemyer
OTMETUTH, 4TO B 90% ciyyaeB omyxoib ynaércs
oOHapyXWTh B TEUEHHE Toja Iociie aedroTa
HEBPOJIOTHYECKON cuMnToMatuku. MHOrma os-
KOIIOMCK CJIEAyeT MPOJOKATh B TEUEHUE He-
CKOJIBKHX JIET.

ITockonbky B GonpuinHCTBE ciyyaes ANUD
pa3BuBaeTcs 0e3 SBHBIX HMMMYHOJIOTHYECKUX
TPUITEPOB, PACCMATPUBAECTCSI HAJIMYUE TE€HETH-
YEeCKOM MpepacioioKEHHOCTH K 3TOMY 3a0oJie-
BaHUIO. B dacTHOCTH, NOKa3aHa CBSI3b MEXAY
AND u AT x LGI1, CASPR2, IgLONS5 u GAD,
a TaKKe ONpeeNEHHBIMUA TaIJIOTUIIAMU TEHOB
TJIABHOTO  KOMIUIEKCa TMCTOCOBMECTUMOCTHU
(HLA) IT knacca [17, 18, 19].

[TapaneoruiacTuueckuii MEXaHU3M Pa3BUTHS
AWD cBs3aH ¢ TeM, YTO HEKOTOPBIE OIyXOJIH
COJZIEpIKaT AJIEMEHTHI HEPBHOM TKaHW JIMOO JKC-
MPECCUPYIOT HEHpOHAIbHBIE OETKH, BBICTYIIAO-
[IFe B POJIM AHTUTECHOB, 3aITyCKAIOMINX ayTOMM-
MYHHYIO arpeccuto. 3a00IeBaHHe TaK)Ke MOXKET
WHULMUPOBATHCS MPOTHUBOOIYXOJIEBbIM HUMMYH-
HBIM OTBETOM, B IPOLIECCE KOTOPOTO aKTHBHPY-
torcs CD8" murorokcuueckue T-KIETKH, IMO-
BpPEXKIAIONINE BHYTPHUKJICTOUHBIE MOJICKYJIBI U
3aITyCKaloIue TyMOPAJbHBIA OTBET C BBHIPAOOT-
koi cnemmduueckux AT [20, 21].

[Tatrorene3 AND BO MHOroM 3aBUCHUT OT
PacHOJIOKEHUs] AHTUTEHHBIX CTPYKTYp, KOTOpBIE
MOTYT pacroJiararbCcs BHYTPH HEHpPOHOB (B MX
LUTOIIa3MEe WM SApe) WiIM Ha MeMmOpaHax
HEHPOHOB M B CHHAIICaX. AHTHUTEINA, BIpaOaThI-
BAIOIIMECS K TEPBOW TPYIIE aHTHUTEHOB, HAa3bl-
BAIOTCS HEUPOHAIBHBIMHU, & KO BTOPOM — MEM-
OpaHHBIMU / CHHATITHYECKUMH.

U3BectHo Gonee 30 BUIOB HEWpOHATBHBIX
AHTHUTEN, KOTOPBIE IENAT Ha TpU rpynimsl [17]:

1) «ucTUHHBIE)» MapaHEOIJIACTUYECKUE aH-
TUTENIa — aHTUTENa K BHYTPHUKJICTOYHBIM OeJ-
KaM, KOTOpBIE OMPEIENSIIOTCS TPEUMYIIECTBEH-
HO B TAapaHEOIUIACTUYECKUX HEBPOJOTHICCKHUX
cunapomax (Hampumep, Hu, Yo, Ma2, CV2, am-
¢udy3uH) 1 X HaTU4KUe B OOJIBIIMHCTBE CIyYa-
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€B yKa3bIBaeT Ha MMEIOLIUICS MapaHeoI1acTh-
YeCcKUi mpolecc (Aake eciiu OMyXoJib MoKa He
oOHapyxeHa) U TpeldyeT 00s3aTeIHHOTO0 OHKO-
JOTUYECKOTO HaOmoneHuss (He MeHee 5 Jier)
[7];

2) AT, xoTopble MOTYT OBITH OOHApPYKCHBI
KaK Ipu SHIeanTaxX, CBI3aHHBIX C OHKOJIOTH-
YECKUMH TpoLeccaMy, TaK U MPH UAHONaTHYe-
ckux AND. AHTUreHamMu B JJaHHOM cilydae siB-
JSIFOTCSL BHEKJIETOUHBIE MEMOpaHHbIE ONKH, Ta-
kne kak mGIluR5, GABAPBR, NMDAR,
AMPAR, Contactin2 u Caspr2;

3) AT, koTopble pexe BCTPEYAIOTCS B IMa-
pPaHeoIUIaCTUYECKUX CUHAPOMAaX, HO Yallle — Mpu
puauonatuueckux AHWD. Onu Moryt ObITh
HampaBlieHbl KaKk Ha MeMOpaHHbIe, TaK W Ha
BHYTPUKJIETOYHBIE CTPYKTYpPbl M BKIIIOYAIOT
GADG65, LGI1 u GlycineR [22, 23].

BaxHO MOAYEpKHYTh, YTO NMPH BBISABICHUU
TOOBIX AHTHUTEN CJIEAYET MPOBOIUTH TINATENb-
HBIi W JUIMTEIIBHBIM OHKOJIOTMYECKHUH IIOMCK,
MOCKOJIbKY HEBPOJIOTUYECKHE CHHAPOMBI MOTYT
BO3HMKATh HAa PAHHHUX CTaJHUSIX OITyXOJIEBOTO
npouecca U MHOIJIA ONEpeKaroT APYrue KIMHH-
YECKUE MPOSIBICHUS Ha MECALbI WM JaXke TObl
[24, 25].

Paznpie Buabsl aHTUTEN OO0YCIaBIMBAIOT
pasziMyHble MEXaHU3Mbl HEUPOHAIBHOM JHC-
¢ynkumn. Tak, AT K BHYTPUKJIETOYHBIM aHTH-
TeHaM Yaille BCETO BBI3BIBAIOT MOBPEKICHUE Ye-
pe3 aKTUBALUIO IMTOTOKCHMYECKUX T-KIETOK,
YTO NPUBOAMT K HEOOPAaTUMOMY HEMpPOHAIBHO-
My MOBPEXIEHUIO — 3TOT MEXaHM3M HalIroAa-
eTCS B KJIACCHYECKHX MapaHEOIUIaCTUIECKIX
cuHApoMax. B 3ToM ciydyae moBpekAArOTCS M-
TOIJIa3Ma W SAPO, YTO TPUBOAUT K TUOENH
HEHPOHOB MPEUMYLIECTBEHHO MyTEM HEKpO3a, a
TaKK€ K aKCOHAJBbHOM JereHepalyu, peakTHB-
HOMY T[JMO3y M aKTUBalMM MUKPOIJIMH.
AmNONTOTHYECKHE W3MEHEHUS BCTPEYAIOTCs pe-
e W OOBIYHO CBSI3aHBI C XPOHHMYECKUM TEUCHH-
eM Oone3Hu. JleMHeTMHU3AIMKN TP 3TOM THIIS
MOBpeX/IeHUs He HaOmomaercs [20, 26].

AHTHTENa K MEMOpaHHbIM M CHHANTH4e-
CKMM aHTMI€HaM HapyIIAlOT (PYHKIMH PELENnTo-
POB U MOHHBIX KaHaJIOB MeMOpaH M HEeWpOHasb-
HOE€ MOBPEXKJACHUE MOXKET ObITh YACTUYHO 0Opa-
TUMO TIPH CBOEBPEMEHHOM TPOBEACHUN TATOTe-
HeTu4yeckou Tepanuu [9, 27].

Ha ceronssmHni [O€Hb HE CYIIECTBYET
eIMHOM U OOUIenpUHATOW KiIaccU(UKALUN
AUND. BMecTo 3TOr0 pa3inyHble HCCIeA0BaTENN

W KJIMHUIUCTBI MPUMEHSAIOT pa3HOoOpa3HbIe
NoAXOAbl K €ro CHUCTEMAaTU3alMH, OCHOBaHHBIE
Ha pa3nuuHbIX npuHnunax. Kiaccudukanms
MO>KET OCHOBBIBAaTHCSl Ha KIMHUKO - aHATOMUYe-
CKHX XapaKTEpUCTHKAX, 4YTO MOJpa3yMeBaeT
pacmpeaenenve TunoB AMD mo ux KiIWHWYe-
CKUM TIPOSIBJICHUSM M aHATOMUYECKUM H3MEHE-
HUSIM B HEpBHOM cucteme. J[lpyroil moaxon
BKJIFOYAET JSTHOJOTHYECKHe (aKTOpPbI, YUUTHI-
BalOLIMe TPHYUHBI 3a0oieBaHus (HarpuMmep,
HaJIMYUE OIyXoJied win MHPeKun). Takxke cy-
LIECTBYIOT CE€POJIOIMYECKHUE IPUHLUIIBI, COrjac-
HO KOTOPBIM ayTOMMMYHHbIE SHIE(PATUTHI KIac-
CUGUIMPYIOTCS TIO TUIIAM BBISBISIEMBIX AHTHU-
Tes1. Takoil MHOrooOpa3HbI MOAXO0J K KJIACCH-
(uKayy oTpaXkaeT CIOKHOCTh U pa3HOOOpazue
KJIIMHUYECKUX MPOSBIEHUI 3TOro 3alosieBaHuUs
(tabm. 1) [7].

Knunauko-anatoMudeckass  KJacCUpHUKAIUsS
AUND ocHOBbIBaeTCST Ha JAHHBIX MAarHUTHO-
pe3onancHoii tomorpadpun (MPT) u momunHm-
pYIOLIEM KJIMHUYECKOM CHHIPOME, YTO IO3BO-
JS€T TPEIIOJIOKUTh BOBIICUEHUE PA3IUUYHBIX
AHATOMUYECKUX CTPYKTYp B HAaTOJOIMYECKUN
nporecc. CaMbIM pacrpoCTpaHEHHBIM (EHOTH-
oM AUD sBusieTcs TUMOWYECKHH SHIE(haINT,
KOTOPBI MOXET OBITh CBS3aH C Pa3TMYHBIMU
AHTUTENIaMH, KaK K TOBEPXHOCTHBIM, TaK U
BHYTPUKJICTOYHBIM HEHPOHAIBLHBIM aHTUTCHAM,
a Tak)ke HaOJIOJAThCS KaK CEpOHETaTHUBHBIN Ba-
puaHT 3aboneBaHuss. OIHAKO CTOUT OTMETHTb,
YTO JAHHBIM MOAXO0M K KIacCU(pUKAIIMK OrpaHH-
YeH, OCKOJIbKY B Oounee ueM 50% cimyyaes MPT
HE BBISBIISIET MATOJIOTMUECKUX HW3MEHEHWH, a
TaK)Ke MU3-3a NOJUCUHIPOMAIbHON KIIMHUYECKOU
KapTUHBI, YTO 3aTPYIHSIET OIpe/esieHue JTOMU-
HUPYIOLIETO CHHIPOMA.

Ceponoruueckas kiaccupukanusi OCHOBaHa
Ha BBIJICTICHUU ONpEACNEHHOTO aHTHIeHa, O0Ha-
pyxenue AT k KOTOpoMy HO3BOJISIET C OIpeje-
JEHHOM CTENEHBI0 TOYHOCTH IPEAIONIOKUTH
HalM4yhe W TUMN aCCOIMUPOBAHHOW OIyXOJH, a
TakKe TUHAMUKY 3a00JI€BaHHSA, YTO UMEET BaXK-
HOE 3Ha4YeHHe s BbIOOpa TepaneBTUUYECKON
ctpareruu. OgHako ykazaHHble AT BBISBISAIOTCS
b B 30-40% cinywaeB AUD, u 3HauuTenbHas
JI0JIS1 TAlIUEHTOB UMEET CEPOHEraTUBHbIE (POPMBI
3abosneBaHus. BeposiTHO, cepoHEraTuBHBIE CITy-
4ay MOTYT OBITH CBSI3aHBI C HOBBIMH, €IIE HE
UIACHTU()UIIMPOBAHHBIMYU AHTUTEIAMU WIH C Tia-
TOT€HE30M, OIOCPENOBAaHHBIM  T-KIETOYHBIM
HMMYHHUTETOM.
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Tabnuya / Table 1
Knaccudukanum ayronMMyHHOT0 SHIEhaTUTa
Classifications of autoimmune encephalitis
Knuauko-aHaToMudeckas Ceponorugeckas OTHONOrHYeCKas
Clinical and anatomical Serological Etiological
1. JlumOurueckuit 1. AytonMMyHHBIH sHIIedanuT ¢ antutenamu | 1. MauonaTuyeckuii: Tpurrep He-
Limbic K BHYTPHKJIECTOUYHBIM HEHPOHAIBHBIM aHTHU- M3BECTCH WIIM HE YCTAaHOBJICH
renam: Hu, Ri, Yo, MAP1B, Ma/Ma2, CV2, Idiopathic: the trigger is un-
2. KoptukanbHslii / cyOkop- Tr, KLHL11, am$uduzun, GAD, AKS u ap. known or not set
THKAJTLHBINA Autoimmune encephalitis with antibodies to
Cortical / subcortical intracellular neuronal antigens: Hu, Ri, Yo, | 2. [lapaneormracTiuueckuii: accouu-
MAPIB, Ma/Ma2, CVV2, Tr, KLHLII, HPOBAH C OIyXOJIbIO
3. CtpuapHsIit amphiphysine, GAD, AKS, etc. Paraneoplastic: associated with a
Striar 2. AyTONMMYHHBIH SHIE(QATAT C aHTHTEIaMU tumor
K MOBEPXHOCTHBIM HEHpPOHAIBHBIM aHTHUTe-
4. NwsnnedanbHbIIT nam: NMDAR, AMPAR, GABAR, GAB- | 3. [TocTuH(pEKIIMOHHBII:
Diencephalic ABR, mGluR1, mGIuRS5, GlyR, LGIl, | —nocie BupycHOTo (TepreTniecko-
CASPR2, DPPX, IgL.ONS, neiipekcun-3a u ro) sHUedaIuTa
5. CTBoOIIOBOIA Ip. — Ha ¢one / mocae COVID19
Stem Autoimmune encephalitis with antibodies to Postinfectious:
surface neuronal antigens: NMDAR, AM- | — after viral (herpetic) encephalitis
6. LlepebemsapHbIii PAR, GABOR, GABOR, mGluRl, | —in the background / after
Cerebellar mGluRS, GlyR, LGI1, CASPR2, DPPX, Ig- COVID19
LONS5, neurexin-3a, etc.
7. MenunrosHuedanut 3. AyTOMMMYHHBIH 3HLEAIUT ¢ aHTUTENaMu | 4. SITpOreHHsbIi:
Meningoencephalitis Kk rimmanbHbeIM aHTHTeHaM: GFAP, MOG, | — tepamms UKTU
AQP4, SOX1 — aneMTy3yMa0 (eqMHUIHBIE CITy-
8. DHuedanomuenuT Autoimmune encephalitis with antibodies to qau)
Encephalomyelitis glial antigens: GFAP, MOG, AQP4, SOX1 latrogenic:
4. CepoHeraTuBHBIe ayToMMMYHHBIE 3HIe]a- | — [CTI therapy
9. KoMOuaMpOBaHHBIH JIUTHI: U3BECTHOE AaHTUTEIIO He O0Hapyx)eHo | — alemtuzumab (isolated cases)
Combined Seronegative autoimmune encephalitis: no
known antibody has been detected
Ortuonornyeckas  kinaccudukamus  ANUD Ha ocHoBaHuuM BEINIENIEpPEUNCICHHBIX KIIac-

npernonaraeT Hajludie KOHKPETHBIX TPUITEPOB
ayTOMMMYHHOW peakuuu. [lareHTsl ¢ aHTHTE-
JaMH K BHYTPUKJIETOYHBIM HEHPOHAIBHBIM aH-
TATEHaM HWMEIOT BBICOKYIO BEPOSTHOCTH Tia-
PaHEOIIaCTUYECKOI ITHOJIOTUH, OCOOEHHO €CIH
y HHX €CTh JIMUHas WIM CeMeWHas Npenpacro-
JIO’)KEHHOCTh K OHKOJIOTUYECKUM 3a00JI€BaHUAM
1 (aKTOpbl pUCKa, TAKME KaK BO3pacT crapiie 65
JeT, KypeHue u ObicTpas moteps Beca [14, 28,
29]. B To ke BpeMsl MalMeHThl C aHTUTEJIaMH K
MMOBEPXHOCTHBIM HEWPOHAILHBIM AHTUTEHAM W
JIPYTHUMH COMYTCTBYIONIMMU ayTOMMMYHHBIMHU
3a00JI€BaHUSIMH, CKOpEe BCEro, OyayT AEMOH-
CTpUpOBaTh HUAMONATHYECKyl0 (opmy AUD.
OpHako Ba)XKHO MOMHMTH, YTO MapaHEoIIacTH-
YeCKUMHU MOTYT ObITh J100bIe (hopMbl AUD, ac-
COIIMMPOBAHHBIE C W3BECTHBIMH aHTHHEHPO-
HATBHBIMH W AHTUIJIHATBHBIMA ~ aHTUTEJIAMHU

[10].

cU(UKaIUN TpEeAToKeHa KIMHUYECKast KJIACCH-
¢uKanys ayTOMMMYHHBIX JHIE(AIUTOB BKIIO-
Yarollasi: NapaHeoNJacCTUYECKUEe ayTOUMMYHHbBIE
sanedamutel (¢ AT k NMDAR npu tepatome
anuHuKoB, K AMPAR npu pake Mono4HO# xe-
ne3bl, K AMPAR u GABABR npu menkoxie-
TOYHOM pake JIETKOro M Jp.); ayTOMMMYHHBIE
SHLE(ANUTB], HE CBSI3aHHbIE C MAPaHEOIUIACTH-
yeckuM npoueccoM (¢ antu-VGKC antutenamu
IIpY HEMPOMUOTOHHUS WIN CUHAPOM MopBaHa, ¢
anTu-GAD anTHTENaMu Tpu caxapHOM nuabere
I tuna u ayroummyHHoM tupeongute, ¢ AT k
IIUTOBUIHON jKeJe3e NMPH ayTOMMMYHHOM »3H-
uedanure Xomumoro u ap.) [30, 31].
Ilocmanoexa ouacrnoza AV npencrasisier
co00il CIOXKHYIO 3a7ayy BBUIY pa3HooOpa3us
KIIMHUYECKUX TIPOSBICHUH M HMX CXOXECTH C
JIPYTUMH TIOPaXEHUSMH HEPBHOW CHUCTEMBI, I10-
sTOMy npu auarHoctuke AND crenyer crporo
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NPUIEPKUBATHCS JUATHOCTUYECKUX KPUTEPHUEB.
K yKka3aHHBIM KpUTEPHUSIM OTHOCST:

1. OcTpoe mwinu mogoCTPOe Pa3BUTHUE HEBPO-
JIOTUYECKUX CUMIITOMOB (MeHee 12 mecsiIeB).

2. Hanuuume npu3HAKOB BOCHAIUTEIBHOTO
Mpouecca B IEHTPAIbHON HEPBHOM CHCTEME
(ITHC), xots Ob1 0/1HA W3 CIEAYIONUX XapaKTe-
PUCTHK:

2.1. HW3menenuss B uepeOpOCHUHAIBHOMN
xuakoctu (LICXK) — mumdormrapHbid TUICOIH-
TO3, TIOBBIIIEHHOE COJEpXKaHue OelKka U UMMY-
HOIIOOYIMHOB (G, HamW4We CHernupUISCKUX
OJIMTOKJIOHAJIbHBIX UMMYHOTJIOOYJTMHOB.

2.2. N3menenuss Ha MPT — rumnepuntes-
CUBHbIE 04aru Ha T2-B3BELICHHBIX N300paKeHU-
sx u B pexxume FLAIR [3].

2.3. Ilpu3Haku BOCHAIMTEIbHBIX H3MEHE-
HUIl B TOJIOBHOM MO3T€, BBISABISIEMBIE MIPH UM-
MYHOTMCTOXUMUYECKOM HCCIIEI0OBAaHUM.

3. HcknroueHue Ipyrux BO3MOXKHBIX IIpH-
yuH (uH(pekuuu, TpaBMbl, MeTaboINYecKHue
HapyIICHUs, TOKCHUYECKOE MOBPEKICHUE, OIy-
XOJIH, IEMUEIIMHU3ALINA ).

[Ipu BBISBIEHUH KIMHUYECKOTO CHUHApPOMA
OCTPOT'0 WJIU MOJIOCTPOTO PHIE(PANINUTA PEKOMEH-
JyeTcs MPOBOJIUTH PACIIMPEHHOE AMArHOCTHUYE-
CKoe o0crneoBaHue ISl UCKITIOYEHHS WH(EKIIN-
OHHOM W/MJIM COCYIMCTOW TpHponbl 3aboieBa-
HUH, BBIACISAS BACKYJIUT KaK OJHY W3 BO3MOXK-
HBIX TpudrH. OOs3aTENBHO CIEAyeT MPOBECTU
ananmu3 [1CXK, Bemonauts MPT ronosnoro mo3-
rau 321" [10, 32, 33, 34]. B cnyyasx uckitoye-
HUSI WHQEKIMOHHOTO W MapanH(pEKIUOHHOTO
reHe3oB HeoOxoammo wucciaenosanne LCXK m
CBIBOPOTKH KPOBU Ha HaJWM4YME AHTHUTEN, OJHO-
BPEMEHHO BBITIOJNHSSI OHKOMOMWCK. Paspurtne
AWD moxeT OBbITh CBA3aHO C HAYaJIbHBIMU ITa-
aMU OHKOJIOTMYECKOI'0 MpoLecca, 4TO MOpou
3aTpyHSAET AMArHOCTUKY omyxonu. [loatomy
0053aTeNbHO MPOBOJAT KOMIIBIOTEPHYIO TOMO-
rpa¢uto (KT) rpyaHoit ki1eTku, OPIOIIHOM 1MOJI0-
CTH M MAJIOTO Ta3a, a TAKXKE OINpPE/IeIIEHUE ypOB-
HSl CBIBOPOTOYHBIX OHKOMapkepoB. Ocoboe 3Ha-
YeHHe JUIsl YCTAHOBJICHUS JAMAarHo3a MMeeT Mpo-
BEJICHHE TMO3UTPOHHO-OIMUCCUOHHOM TOMOrpa-
¢un (II9T) ¢ 18F-¢propnezokcuritoko3oi, 4To
MO3BOJISIET OoJiee AETaabHO OLIEHUTh COCTOSIHUE
opranusma [35].

[TockoNbKy yCTAHOBJIEHO, YTO MEXKIY TH-
oM AT, BBISBIEHHBIX B KPOBH WJIHM JIUKBOPE, U
XapaKTepoM OHKOJIOTMYECKOIo Mpoliecca Cylie-
CTBYET OIpe/ei¢HHas CBS3b, 3TO JOHKHO OBITH

WCIOJIb30BaHO MPU MPOBEJACHUU OHKOIOUCKA, B
3aBUCUMOCTH OT Pe3yJIbTaTOB KOTOPOrO BO3-
MO>XHO YCTaHOBJICHHUE HECKOJIBKUX BApUAHTOB
nuarHosa. Tak, eciu BBISBIISIFOTCSI BBICOKHE THT-
PBl «UCTUHHBIX» NapaHEOIJIACTUYECKUX AHTUTEI
(mepBasi rpymma), CTaBUTCS JTOCTOBEPHBIA JHa-
THO3 [1aPaHEOIIACTUYECKOr0 HEBPOJIOIHYECKOTIO
CHUHJIPOMA C BO3MO>XHOCTBIO IPOJOJDKEHUS OH-
Komoucka B teueHue 5 ner [15]. Ecau "uctun-
HbIe" aHTHTENIa OTCYTCTBYIOT, HO OOHapy>KHBa-
IOTCSl MeMOpaHHbIe aHTUTeNa (BTOpas U TPEThs
IpyHIbl), CTABUTCSA AUATHO3 BO3MOYKHOTO HJUO-
naTuyeckoro AD, OJHAKO 3TO HE MCKIIOYAeT
IIPOIOJIKEHUS TIOUCKA OIYXOJIH.

Cy1miecTByIOT OOBEKTHBHBIE CIIO)KHOCTH B
naboparopuoit unentudukamuun AT, B ocobeH-
HOCTH K MEMOpPaHHBIM M CHHANTUYECKUM aHTH-
reHaM, JUIsl KOTOPBIX PEKOMEHAYEeTCs] IPOBOIUTh
OIpe/IeJICHUE C UCIIOJIb30BAHUEM PEKOMOMHAHT-
HBIX AQHTHTEHOB, SKCIPECCHUPOBAHHBIX Ha KJIET-
kax wmiekonuTarommx  (Metonx  "cell-based
assay"), a TaKke OJHOBPEMEHHO OCYIIECTBIISITh
UMMYHOTrucroxumuueckoe uccienosanue LICXK
U CHIBOPOTKHM KPOBU Ha KYJbTypax HEHPOHOB U
JKUBOTHBIX MoOAENAX. TOJBKO KOMILJIEKCHBIN
MOJIXOJl C MCHOJb30BAHUEM BCEX TPEX METOIMK
MOXXET TIOMOYb H30€XKaTh JOKHOIOJIOKUTEb-
HBIX PE3yJbTAaTOB TPHU OIPENCICHUH aHTUTEI
[36, 37].

B amarHocTHYecKH CIIOXKHBIX CIydasx J0-
MOJIHUTEJIbHBIM KPUTEPUEM, MOATBEPHKAAIOINUM
ayTOMMMYHHBIM T€HE3 HEBPOJOIMYECKHUX pac-
CTPOWCTB, MOXXET CTaTh OBICTPOE YIydlICHUE
COCTOSTHHSI TIalMeHTa Ha (OHE MMMYHOCYIpec-
CUBHOM Tepanuu. BaxxHO MOIYEPKHYTh, YTO Ha
CETOAHSIIHUN N€Hb COYETaHWE AaHAMHECTHYe-
CKHUX JIaHHBIX, KIMHUYECKHX XapaKTEPUCTHK,
pesynbratoB uccaenoBanuit HCXK, 99 u MPT
TOJIOBHOT'O MO3I'a MO3BOJISIET BHICTABUTH IMArHO3
«BO3MOXHBIH AMWD» naxe B cilydasx OTCYyT-
cTBHA Kakux-nubo anturen [38, 39, 40].

Takum oOpazom, KOMOMHAIINS XapaKTEPHOM
KIMHUYECKOW CUMIITOMATHKH, XOPOIIEH peak-
LMY Ha MAaTOr€HETUYECKOe JICUEHUE U TIIATENb-
Hasl IMarHOCTHKA C UCKIIFOUEHUEM albTepHATHUB-
HBIX 3a00JeBaHMi O3BOJISAIOT 0OOCHOBAHHO MO-
CcTaBUTh AuarHo3 AWD, naxe npu OTCYTCTBUU
AQHTHUTEN Ha HAadalbHBIX cTaausx. CBOEBpEeMEH-
HOoe oOpalieHne K JeTCKUM IICUXuaTpam H
HEBPOJIOTAM TaK)X€ MMEET OrPOMHOE 3HAYCHHE
JUISL TUaTHOCTHKY M YCIIEIIHOTO UCXO0/1a JICUEHUS
[41, 42, 43].
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Abstract:

Autoimmune encephalitis is a severe brain disorder caused by the production of antibodies against various
neural structures. Recently, there has been an increase in the prevalence of this pathology, associated not only
with increased awareness of doctors and improved diagnostic methods, but also, probably, with a true increase
in morbidity. In the absence of pathogenetic therapy, there is a high risk of developing severe neurological
deficit and death, so raising awareness of doctors of various specialties about autoimmune encephalitis is an
urgent task. The authors provide a review of literary data on the characteristics of this pathology in pediatric
patients.

Keywords: autoimmune encephalitis, pediatric neurology, antibodies, paraneoplastic syndromes, NMDA
receptors
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