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Pe3iome. B cratbe aHanmaupyeTcs kamHu4eckas nato-
GU3MoNOrNsa Takmx CXOAHbIX ayTOMMMYHHbIX 3a60/1eBaHuiA, Kak
paccesiHHbIN cknepoa 1 ontTukoMmnenut (neuromyelitis optica, 60-
nesHb leBuka). PacCMOTPEHbI UCTOPUS UX N3YHEHUS, KPUTEPUN
[NArHOCTVKU U OCOBEHHOCTM NaToreHesa, a Takke MecTo cpeau
LEMUNENVHN3NPYIOLLMX 3200NEBAHNI LLEHTPASIbHOM HEPBHOMN CU-
ctemMbl. OnucaHa MynbTUdaKkTopHas 3TMONOMNS JaHHbIX HO30J10-
rmyecknx Gopm, onpepensemMas reHeTuyeckor npenpacrono-
XEHHOCTBIO 1 AMUreHETUYECKMMU MEXaHN3MaMu, 3anyckaemMbiMn
BHeLHVMK ¢pakTopamun. Cpeamn HUX MOXHO BblOENUTb NHDEKUM-
OHHble (MapasvTapHble) areHTbl, UrparLme OBOSKYIO pOib —
VHULMATOPOB 1 MHIMOUTOPOB ayToarpeccun. MpuBeneHsl npu-
Mepbl, MokasblBaloLLe BO3MOXHOCTb y4acTUsi B MaTtoreHese
pacCcesiHHOro ckilepo3a OnocpenoBaHHbIX T-numMmdboumnTamm me-
XaHU3MOB MOJIEKYSIAPHO MUMUKPUM MUKPOOPTaHN3MOB U aKTu-
BaLMN ayTOPEaKTUBHbIX T-NMMOOUNTOB NOA BAVSIHUEM CynepaH-
TUreHoB. [loka3aHo, 4YTO napasvTapHble WHBa3UM CMOCOOHbI
VHIMOMPOBaTh ayTOArPECCUIO HA XXVUBOTHBLIX MOLENSX, YTO MOXET
CNYXuTb Liensm 6onee apPeKTVBHOro eHeHns NaumeHToB.

O606LLEHbl COBPEMEHHbIE CBEAEHUS O naTtoduanonormye-
CKMX OCHOBax anddepeHUManbHOM AUAarHOCTUKM ONTUKOMMUE-
IMTa N PacCesiHHOrO CKJ1Iepo3a, a Takke 00 OCHOBHbIX rpyrnax
MOHOKJIOHaJIbHbIX @HTUTEN, MPUMEHSIEMbBIX NMPW TEPanuUu 3TUX Ae-
MWENNHN3NPYIOLLMX 32001EBAHNIA (B 3aBUCUMOCTU OT UX Mexa-
HU3MOB AENCTBUS U @HTUFEHOB-MULLEHEN). [loayepkHyTa Knove-
Basi posfib A4J19 ANArHOCTUKM ONTUKOMUENUTa onpeaeneHns map-
KEePHbIX aHTUTEN K akeBarnopuHy-4. [aToreHe3 onTukomuenuTa
MOXET ONnpeaensiTbCa PasNyHbIMN COCYLLLECTBYIOLLMMN TUNamu
ayTOaHTUTEN, BEPOSITHO, OETEPMUHUPYIOLLMX PasfinyHble TuMbl
NopaxeHNss HEPBHOW CUCTEMbI. HacToe Hanmume KOMOpPOUOHbLIX
ayTOMMMYHHbIX 326071€BaHNI Y OOHOr0 1 TOro Xe naumeHTa goka-
3bIBAET C/IOXHOCTb GEHOMEHA NaTON0rM4YEeCKOro ayToMMMyHUTE-
Ta, OJ19 NPOSIBIEHNS1 KOTOPOro HEO6X0AMMO COYETaHVE reHeTu-
YEeCKM OEeTEPMUHUPOBAHHbLIX Y BHELLIHUX (aKTOPOB, N OOLLHOCTb
naTodur3nonornm pasfinyHblX ayToMMMYHHbIX O0Ne3Hen, 4To 13-
BECTHO KaK NPUHLMN «Kanenaockona ayToumMmmyHuteTa». Kayect-
BO M CPOKM MOCTaHOBKW AMarHo3a v packpbiTne atuonorum 6o-
NesHel B KaXOOM KOHKPETHOM Cilydae BAMSIOT Ha TakTUKy
BEAEHNS naumeHTa, pe3ynbTaTtbl JieyeHus n nporHos (3 pwuc.,
4 1abn., 6nbn.: 53 ncr.)

KnioueBble cnoBa: ayToaHTMTENA K akBanopuHy-4, ayto-
UMMYHUTET, 6onesHb [leBuvka, gemuenvHmsauus, neuromyelitis

optica, oNTUKOMUENUT, PaCcCesHHbIV CKNepo3.

Cratbsi noctynuna B pegakuymo 12.11.2019r.

ManonaTuyeckue BocnanuTesbHble AeMUeNHn3u-
pytowne 3abonesaHus (BA3) ueHTpanbHOW HEPBHOM
cuctembl (LHC) aBnaoTca BTOpOW No yactote npuyn-
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Abstract. The article is devoted to the clinical pathophysio-
logy of two similar autoimmune diseases: multiple sclerosis and
optical myelitis (neuromyelitis optica, Devic’s disease). The
paper refers to the history of their studies, criteria of diagnosis,
specifics of their etiology and pathogenesis and their place
among the demyelinating diseases of central nervous system.
The multifactorial etiology of these nosological entities is
described as determined by the genetic predisposition and
epigenetic mechanisms triggered by external factors. Among
them, one can distinguish infectious/parasitic agents that play
an equivocal role — acting both as initiators and inhibitors
of autoaggression. Examples are given showing the possibility
of participation in the pathogenesis of multiple sclerosis, me-
chanisms mediated by T-lymphocytes: molecular mimicry
of microorganisms and self antigens and activation of auto-
reactive T-lymphocytes under the influence of superantigens.
It has been shown that parasitic infections can inhibit auto-
aggression in animal models, which can serve as an approach to
cure the patients more effectively.

The paper summarized currentdata on the pathophysiologic
basis of the differential diagnosis of these similar illnessesand
also about main groups of monoclonal antibodies used for the
treatment of these demyelinating diseases (in relation to their
antigenic specificity and mechanisms of action). The key role
of specific marker antibodies to aquaporin-4 for diagnosis
of opticomyelitis is emphasized. The pathogenesis of optical
myelitis can also depend on various coexisting types of auto-
antibodies, probably determining different types of damage to
the nervous system. The presence of comorbid autoimmune
disorders in one patient shows the complexity of the pathological
autoimmunity phenomena, depending both on inherent genetic
predisposal and a set of external factors. The quality and time
of diagnosis and the disclosure of the etiology of every particular
case of disease will determine the therapeutic tactics, results
of treatment and prognosis (3 figs, 4 tables, bibliography:
53 refs).

Key words: aquaporin-4 autoantibodies, autoimmunity,
demyelination, Devic’s disease, multiple sclerosis, neuromyelitis
optica, optical myelitis.

Article received 12.11.2019.

HOW MHBaNUAM3aLnn NUL, MONOAOro BO3pacTa nocne
yepernHo-mMo3roBov TpaBmbl. B HacToAwee Bpems B Poc-
cum HacumuTbiBaeTca 6onee 150 TbiC. 6OMbHbIX paccenH-
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HbIM ckneposom (PC), npuyem 3aboneBaemMocTb Npo-
JomkaeT yBenunumBaTbcA. lNpegnonaraerca, yto 3710
CBA3AHO C NyyWen ANarHoCTUKON, 6onbLuein Npoaos-
YKUTENbHOCTbBIO XKM3HU MaLMEeHTOB Ha GOHe COBPEeMEH-
HOM Tepanuu npenapaTamu, U3IMEHAKLWNMN TeyeHne
PC (MATPCQ), a TakKe 00WUMN MeANKO-TUrMeHNYeCKN-
MU U MeAUKO-COLMaNbHbIMU CABUrAMW B XKN3HW Hace-
NeHNsA, BbI3BABLUMMM CHUXKEHME YacTOTbl Mapa3unTap-
HbIX 1 pAda MHGEKLMOHHbIX 60oNe3He C peLnnpPoOKHbIM
yBEeNNYEHNEM YaCTOTbl aQyTOMMMyHOMNaTui (NocnegHee
0OCTOATENBCTBO M3BECTHO KaK «TUrMeHnyeckas rmno-
Te3ay) [1] (cM. HuXe).

HnarHoctuka PC B TeyeHune gnuTenbHOro nepuo-
[a 6asmpoBanacb cyry6o Ha KNUHUYECKUX nposBre-
HUsX 3aboneBaHUsi: NMPaMMAHaA HEJOCTAaTOUYHOCTD,
LeHTpanbHble napesbl, KOOPANHATOPHbIE U YYBCTBU-
TeNbHble HapyLUeHWA, PacCTPONCTBa GYHKLMM Ta30BbIX
OpraHoOB W YepenHbiX HEPBOB, B TOM YnCe 3pUTESb-
HOro, N3MEHEHUA CO CTOPOHbI MCUXO3MOLMOHANIbHOM
N KorHutnBHou cdep. NprHMManacb BO BHMMaHue
AncCceMMHaUMA CUMNTOMOB MO MeCTy U BpeMeHu
NPOSABIEHNA, YTO NMO3BOJISANO AMArHOCTMPOBATb 3a60-
neBaHMe, OJHAKO Yalle y)Ke B pa3BepHYTOW CTaguu,
C BblpaXkKeHHbIM OpraHnyecknm aeduumnTom. 310 Noso-
XeHne chopMMpOoBaNo Cpean MHOTMMX HEBPOSIOrOB
1 NaLMeHTOB TOUKY 3peHus Ha PC Kak Ha 3aboneBaHue,
Hen30eXHOo NPVBOASALLEE K MHBANUAN3ALUN U CMEPTU.
CoBepLUeHCTBOBAHNE ANATHOCTMYECKMX TEXHOMOTNIA
B3 no3sonuno ymeHblumntb gonto PC B cTpyKType 31O
rpynnbl 3a6oneBaHuit. Mo gaHHbIM 2004 ., Ha gonto PC
npuxogunnocb 90% cnyyaeB B[l3, Ha cerogHAWHMN
JeHb 3T0 yxKe 86,3%, UTO MOXeT CBUAETeNbCTBOBATb
O MOBbILLEHNN KaYeCTBa ANArHOCTMKM U anddepeHum-
anbHol AmarHoctkn BA3 [2]. MpaBunbHbIn BbiGOP
cnekTpa 3aboneBaHu npy nposefeHun anddepeHUn-
anbHOW AMarHOCTMKM y 6onbHbIX ¢ B3 1 paHHAA no-
CTaHOBKA AMArHo3a — BakHelwune 3agayn HEBPONO-
roB, MOCKOMNbKY NoAxoAbl K Tepanuu npu PC 1 cxogHom
C HMM BHeLLHe NaToforMm MOryT NPUHLMMMANABLHO OT-
nnyatbcA. CNOXKHOCTb MOCTAHOBKM AMAarHo3a NoaTBeP»K-
JaeTcA AaHHbIMM uccnegoBaHuin: B 10% cnyyaes
y YMepLUMX Npu Hannymm 3toro anarHosa PC Ha ayTo-
NcUn He BbIABNAETCA, @ 0kono 20% nauneHToB, Hanpas-
NAeMbIX Ha KOHCYNbTaLuMio C gnarHo3om «PC», nmerot
Lpyrve 3abonesaHus [3].

Heo6xoanmo oTMeTnTb, UTo AedeKTbl BeAEHUs Ma-
umeHToB ¢ PC, a TakKe ero TopnugHble K JeYeHunto
dbopmbl NPUBOZAT K MHBaNUAM3aLUN TPYAOCMOCOOHbBIX
rpaxagaH. bonbWNHCTBO 13 HUX, OQHAKO, NMEIOT Kypa-
6enbHble 3a0051eBaHNS, NO3BONALWME NPU afeKBaT-
HOM U CBOEBPEMEHHOM fleYeHUN n3bexaTtb CTONb TH-
»Kenbix nocneacTBun.

Wctopua nsyyenuna PC HaunHaetca ¢ 1830 r., Korga
dpaHUy3cknin natonoroaHatom JleoH XaH batuct Kpto-
Benbe (1791-1874) npwn aytoncun B ronoBHOM Mo3re
yMepLlero mnauneHTa BbIABUI «MNATHUCTbIN», WK
«OCTPOBKOBBIN», CKIepo3. [proputeT onrvcaHns KNnHW-
YecKol KapTuHbI 1 BblaeneHus 3aboneBaHns B 1868 .
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NPUHAANEXNUT ero cooTeyecTBeHHNKY MKaHy MapTeHy
LLapko (1825-1893).

Ha cywecTBoBaH/e CMHAPOMOJIOrMYECKON CBA3M
MeXIy NopaKeHMAMU CMUHHOTO MO3ra U 3pUTENIbHOrO
HepBa yKa3blBajin MHOrMe aBTOpPbl, CPeAN HUX, BO3-
MOXHO, CAaMbIMW/ PAaHHUMW OMUCAHUAMU CIyYaeB, Be-
POATHO, NpeaAcTaBNABLINX cO60M onTukomuenut (OM),
oTMeTunnCb: B 1804 r. — dpaHLy3CKnA NPYABOPHbIN
Menuk AHTyaH MopTanb (1742-1832), onncasiunm cny-
Yam MyenuTa C NoTepen 3peHna y mapkmsa ae KosaHa;
B 1844-m — wnTanbAHCKUM Bpay [oBaHHM-baTTnCTa
Mewetto (1806-1884), fO6MBWINICA KYyNMpPOBaHWA
npuctyna 0one3HN KPOBOMYCKaHUEM, a TakXe pAn
6pUTaHCKUX aBTOpPOB: B 1829 r. — [I>KOH D6epKpombu
(1780-1844), B 1850-m — Kpuctodpep Mepcep LdiopaH
(1814-1901), B 1862 r. — [xkelnko6 OracTec JlokxapT
Knapk (1817-1880) u, HakoHeL, B 1870-m — cap Tomac
Knuddopa Onnbart (1836-1925) [4].

B 1893 r. nsobpeTatenb LeneBor nammnbl HeMel-
Kun odtanbmonor Opugpnx AnbbuH WaHy (1863-
1923) onucan 6onblumHcTBO cumntomos OM m cAsan
€ro 3TUONOTKIo C HeMpouHdeKkumamn [5]. Ho getanbHo
OM, vnnu, no-natbiHu, neuromyelitis optica, Kak HO30-
nornyeckas efivHuua 611 BNepsble onvcaH Ha 16 cy-
Yanx, BKNYaa ayToncuio 46-neTHen naumeHTKm, paH-
Ly3CKUM BpayoMm xkeHoM [esnkom (1858-1930)
(puc. 1) n ero acnupaHtom OepHaHom lontom (1873-
1936) B oKTsi6pe-HOsiI0pe 1894 r., BNepBble — Ha
DpaHLy3CKOM MeAULIMHCKOM KoHrpecce B JInoHe [4, 6].
STUMK aBTOPaMU ObII NPEAJSIOKEHO Ha3BaHNE HOBOTO
cuHApoma: «neuro-myélite optique aigué». Torga xe
®. FonT 3awmTnn B JIMOHCKOM YHMBEPCUTETE [OKTOpP-
CKYI0 AnccepTaumio, NOCBALEHHYIO OMMCaHNI0 HOBOM
6onesHu (puc. 1).

Honrve rogbl 3aboneBaHne, SNOHUMNYECKN Ha-
3BaHHoe B 1907 r. N0 NpeanoKeHunto TypeLiKoro ¢pusmo-
TepaneBTa n HeBpornora lNMeno AkwwuinoTa (1870-1916)
[4] «6one3Hb [leBrKay», cuMTanocb ogHon us ¢opm PC,
O[IHAKO OTKpbITUe npu 3ToM Hepyre B 2004 r. cne-
undunyecknx aHTUTeNn K akesanopuHy-4 (AQP4-IgG)
No3BONWSIO [JOKa3aTb ero maToreHeTU4ecKyt camo-
CTOATENbHOCTb.

OpHO3HaYHOro MHeHuA o cTpyKType B[13 Ha ceroa-
HAWHNA OeHb He CyLecTBYeT, N BCE COBPEMEHHbIe
Knaccuoumkaumm OCHOBBIBAIOTCA Ha KIUHMYECKOWN
KapTuHe 3aboneBaHuii, a TakKe PasHbIX NPeanonoxe-
HUSX 00 KX 3TMONOrnMYecKux hakTopax 1 naToreHese.
B Tabn. 1 npmBeaeHa Knaccupukauma, npeasioxeHHas
B 2015 r. B. Brochet [7].

PC — xpoHuyeckoe nporpeccupyiollee ayTonm-
MYHHOE BOCMNaNnTeNbHOe HellpofereHepaTMBHOE 3a-
6onesaHne LHC, nposaBnsiolieecs MHOXeCTBEHHON
HEBPOJIOTNYECKON CMMMNTOMATUKOW BCIeACTBMUE MO-
BpeXAeHNA HOPManNbHO CMHTE3MPOBAHHOIO MUENMHA.
Hanbonee nHpopMaTUBHLIM METOAOM MCC/IeOBaHMA
B AnarHoctuke PC cumtaetca MmarHMTHO-pe30oHaHCHas
TOoMorpadus ¢ KOHTpacTUpoBaHMeM, No3BosAoLan
BbIABMATb YYaCTKM BOCNANEHUA WU fEMUENVNHU3ALNN.

CLINICAL PATHOPHYSIOLOGY 4.2019
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Puc. 1. 3. leBUK 1 TUTYNbHbIN NUCT ancceptaumm @. FonTa, NOCBALLEHHOW OCTPOMY ONTUKOMUENUTY [4]

B cnvHHOM MO3re onpefenATca ovary, pacrnonarato-
Lmecs, Kak NpaBuno, B 6OKOBbIX WM 3afHUX KaHaTW-
Kax, 6e3 BoBfieueHus ceporo Bewectsa (puc. 2) [8].

CoBpemeHHble KpuTtepun McDonald B pegakuun
2017 r., npegnoXxeHHble gna gnarHoctukn PC, Bknova-
0T HaNIMymMe HeYKNOHHOIO NPOrpeccupoBaHnNA HEBPO-
norunyeckoro gedumTa B TeueHve 12 mec 1 bonee B co-
yeTaHUW MO KparHen mepe C ABYMA M3 Cefyowmx
NpPU3HaKOB:

1. OfunH T2-rMNepUHTEHCUBHBI oyar B ABYX Ui 60-
nee 00MacTAX roIOBHOrO MO3ra: NePUBEHTPUKYSPHO,
KOpPTMKanbHO/CyOKOPTUKaNbHO, MHdpaTEHTOPUANBHO.

2. iBa unn 6onee T2-rMNepUHTEHCMBHBIX Oyara
B CMIMHHOM MO3re.

3. OnuroksnoHanbHble 1gG B LepebpocnuHanbHoOM
»xunakoctu (LICXK) [9].

B nocnegHee Bpema nporpeccrpyioLimie HeBpoo-
rmyeckme HapyLeHusa NPy N30ANPOBaHHOM AeMUENN-
HU3MPYIOLWEM NOBPEXAEHUN B CMIMHHOM Mo3re Obinu
OMKMCaHbl MNOA Ha3BaHMEM «eQUNHUYHbIA cKnepo3» [10].

3aboneBaemocTb PC pocturaeT nvuka B Bo3pacTe
20-40 neT, ogHaKo 60Ne3Hb MOXKET HaUaTbCA KakK B €T-
CKOM BO3pacTe, Tak 1 y nuu ctapue 60 net (pegko). PC
B [iBa pa3a valle 3abonieBaloT XeHWuHbl. Y 10-40%
60JIbHBIX OH MPOTEKAET arpeccmBHO. MNpu nogobHom
TEUEeHMM MHBaNUAM3aLMA HacTynaet B 2-4 pasa 6bl-
CTpee 1 ANUTENbHOCTb XKM3HWU COKPaLLAeTCA B CPefHEM
Ha 11 net [11].

leHeTMuecKan NpedpacnonoXKeHHOCTb B Pa3BUTUM
PC umeet 6onbLioe 3HayeHue. OnncaHo okono 200 an-
nenemn, NOBbIWAKLWMX PUCK BO3HMKHOBeHUA PC. Cpegu
HUX NoKa3aHa ponb nokyca HLA-DRB1. MNonumopdunsm
npomoTopa Fc-yRIIB, NpBOJAWMIA K CHUMXEHUIO €ro
3Kcnpeccnn, NnpeacTasneH y 6onbHbix PC ¢ nonnHeBpo-
natuen [12]. B nocnenHee Bpema obcykpaetca posb
B naToreHese PC annreHeTnyecKnx MexaH13mMoB pery-
NAUMN SKCNPECCUN FeHOB, MPUBOAALLNX K METUINPO-
BaHuto [HK, nocTTpaHCcsuMoOHHbIM MoguduKaumam
FTMCTOHOB M WU3MEHEHMAM B PErynaumy 3Kcnpeccum
reHoB ¢ nomoubo MMKpPoPHK nocne TpaHcKkpunuun.

KIMHUYECKAA NATOOU3NONIOTUA 4.-2019

Puc. 2. MPT rpyaHoro otgena CMHHOroO Mo3ra B pexuvme T2 B ca-
rMTTanbHOM MpoeKkummn (a), ronoBHoro mosra B pexume FLAIR
B carmTTanbHom npoekuuu (6), B pexume T2 B akcManbHO Npo-
ekunu (B), a Takxe B pexkume T1 B caruTTanbHoOl NpoeKuun no-
cne BBeLeHMA KOHTpacTHoro BewecTBa (r) y nauyumeHta c PC.
B cybkopTMKanbHbIX 1 ryb6oKMx oTaenax 6enoro BewecTsa
oboux nonywapuin 60MbWOro Mo3ra, MNepUBEHTPUKYNIAPHO,
B MO30JICTOM Tefle, B MPaBblX OTAENax CPeHEro Mo3ra, a Takxe
VHTPaMeaynnapHo, Ha ypoBHe Ten no3soHkoB Th5 n Th12 onpe-
LEenATCA MHOXECTBEHHble ovarn AemuenunHusaumn (ykasaHbl
cTpenkamm). OarH 13 oyaroB B NOGHON Aone NPaBoro nonyLia-
pua 60ONbLIOrO MO3ra OAHOPOAHO HAKamMAMBAET KOHTPacTHoe
BewecTtso [1]

Tak Kak nofgobHble mognduKaLumm MoryT 3amnyckaTbCs
pALOM BHeWHUX GaKTOPOB, Hanbosbllee Npu3HaHue
nonyuymna Tteopus MynbTUdAKTOPHOW 3STMONOTUU
PC[13].
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Tabnuya 1
Knaccudumkauyua BA3
HasBaHue Pacnpegeueuvme TunuyHoe TeyeHne KommeHTapwmi
nopakeHui

KnuHnuecknin nsonnposanHbiii cuHagpom (KUC)

OnTrnyecknn HeBpUT

3puTenbHbI HEPB

MoHoddazHoe, BO3MOXHO

OTcyTcTBME pacnpoCcTpaHeHa

BOCMnannTesbHaAa muenonatnAa

N N N BbI3JOPOBNeHNe BO BPEMEeHW.
OCTpbI YaCTUYHBIA MUENNT CnnHHOM MO3r _

6e3 nocnencTeuMin Bo3moxHo orpaHmyeHHoe

Opyrne KNC CTBON MO3ra, MO3KeUoK, pacnpoctpaHeHune
nonyLiapua mosra B NPOCTpaHCTBE
CrHAPOM, MMUTUPYIOLWUIA NePBUYHO nporpeccupyowmin PC
XpoHunyeckas CnnHHOM MO3r XpoHuyeckoe, HeT pacnpocTtpaHeHusa
nporpeccrpyiowas nporpeccupytouiee BHe CMMHHOro Mo3ra

PaccesHHbIN cknepo3

Mo kputepusam McDonald,
«aKTUBHbIN KNC»

MNpossnsaetca kak KNC,
HO MHOrOOY4aroBblli

MmeeT pa3Butre Bo BpemeHu

O6bIYHO pa3BrBaeTCA
B peuuauBupyoLle-
pemutTupytowmin PC (PPPC)

Map6yprckuii BapraHT

BbonesHb Wunbaepa

Peungmsnpyiouye- MHoroouaroBbli, Peungmsnpyioue- MoxeT 6bITb KnaccuduumpoBaH
pemuTTUpytowmii PC (PPPC) ANCCEMUHVPOBAHHbIN pemuTTUpYloLlee Kak aKTVBHbIN/ HeaKTUBHbIN
BropuyHo- MporpeccupytoLyas
nporpeccupyoLmi VIHBaNMan3auma
MNepBuryHO-
nporpeccupyowmn
CrHBpOMbI, accoumnmnpoBaHHble ¢ PC
Paguonoruyeckui MHorooyarosbin, Knunnyecku Bu3yanmnsaumnoHHana KapTuHa
M301MPOBaHHbIN CUHAPOM ANCCEMUHNPOBAHHDIN MasioCMMMATOMHOE TunnyHasa gna PC

BbicTpo pa3sumBaloLeecs.
QatanbHoe

OueHb pefkue BapuaHTbl

3aboneBaHua cnektpa OM

oM

3puUTenbHbIN HEpPB,
CMHHOW MO3T, BO3MOX-

HO, CTBOJ1 MO3ra 1
NPOMEXXYTOUHbIA MO3T

Peunansunpyiowee (onvcaHa
HeyvacTas BTOpUYHas
nporpeccus)

MonoxwutenbHble
AQP4-IgG B 60onbLIMHCTBE
cnyvaeB

MSOHMpOBaHHbIe MOHO¢a3HbIe CNHOPOMbI C KNMMHNYECKUMU NMPOABJIEHUAMU, H

e noxoXxumm Ha PC

OCTpbIN pacceaHHbIN
SHUedanommennt

OcTpbli reMopparnyeckuii
nenkosHuedpanommenmnt
(Tvn XepcTa)

LHC, cnnHHOM mo3r
(MHOroouvaroBbii,
ANCCEMUHPOBAHHDIN)

MoHodasHoe (pexe MHoro-
dasHoe 1 peungusupytoLlee).
Bo3MOXHO BbI3gOpOBNeHVe
6e3 nocneacTsui

XapakTepHO: NOCTUHOEKLVOHHBII;
BCTpEYaeTca valle y feten;
3aTPOHYTO Cepoe BeLeCcTBO MO3ra

MoHodaszHoe,
yacto dpatanbHoe

OueHb pefKnii BapuaHT

MaronaTnyeckuin nonepeuyHbii
MUenuT

CRnHHOM MO3r

MoHodasHoe

OtpuuatenbHble AQP4-IgG

[pyruve peuugrBupytoLime BocnanuTesbHble 3aboneBaHus, He noxoxwe Ha PC

XpoHunyecknii peLanBupyoLwmi
BOCMAaNNTENbHbIA ONTUYECKUI
HeBpUT

3puTenbHbIA HEepB

PeungmerpyioLlee

VIMeeTcAa NONoXuUTenbHbIN OTBET
Ha cTepoubl U peuuamns npu
COKpaLleHUy UX JO3bl

Mpennonaraetca, uto ob6oCTpeHMe U pasBUTHE
pAnda ayToMMMYHHbIX 3aboneBaHuii ce3oHHO. DakTopbl,
HaxoaALMecs B 3TON CBA3W NOA NOLO3PeHNEM, — YpO-
BeHb BUTamMuHa D 1 menatoHuHa. CoflepxaHue 3Tux
610PEerynATOPOB B KPOBM HAXOLMTCA Ha HNU3KOM YpOB-
He B BeCeHHee BpeMs, B TOT e MNepunoj, Korga peru-

CTpupyeTca Bbicokas yactota PC [14].
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PaHHMe nccnenoBaHns BbIABMN POSb HEKOTOPbIX
UHdeKLMIn B MHUUMauunM aytoarpeccun npu PC. O6-
CYX[alTCA yeTblpe MexaHu3Ma [eMUenvHu3aunm:
MaKkpodar-acCouMmnpoBaHHbIN; aHTUTENO-UHAYLU-
POBaHHbIN; CBA3AHHbIN C AUCTaNbHOW ONUTOAEHAPO-
ravnonaTtuen; obyCNOBNEHHbIN MNEPBUYHON ONUrO-

JeHapouuTapHon gereHepauven. O6wasa yepTta 3TUX
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MEXaHN3MOB — Pa3BUTME BOCMANIEHMA C yYacTeM aK-
TUBUPOBAHHbIX T-KNEeTOK, MakpodaroB U MUKPOrInm
[15]. lonroe BpemA akTUBMPOBAHHbIM ayTOPeaKTVBHbIM
CD4* T-xennepam oTBOAMNACL POSb TPUITEPa B pa3Bu-
T1n BocnaneHua B LLHC. NMomrmo gedekToB B cenekummn
N co3peBaHUM T-KNETOK B TUMYyCe Obiflo NpeanoxeHo
eLle 1Ba BO3MOXHbIX MEXaHM13Ma 1X BOBNeYEHUs B MPo-
Liecc: MonekynapHaa MAMUKPUA 1 akTUBaLUA ayTopeak-
TUBHbIX T-NMMGOLMTOB NOA BAVAHNEM CyNepPaHTUreHOB.
QeHOMEH MONEKYNAPHON MUMUKPUN, Ha CYLLECTBOBa-
HVe KOTOpPOro B MPUPOZE BrepBble yKa3an aBTop Teo-
pum cumbuoreHesa, BbinyckHUK CaHKT-leTepbyprckoro
yH/MBepCcUTeTa OOTAHMK-3BOMOLMOHUCT KOHCTaHTWH
CepreeBuy MepexxkoBckun (1855-1921), 3akntovaerca
B FOMOJIOT UM ayTOQHTUTEHOB 1 @aHTUI€HOB MHPEKLNOH-
HbIX areHTOB, MEIOLLMX CXOAHbIe NenTuaHble nocneno-
BaTeNbHOCTW. K NoTeHUManbHbIM aHTUreHaM-MULLEHAM
OTHOCHAT GeNKM MUENVHA, Hanbonee N3yyeHHbIMK Cpeam
KOTOPbIX ABMAOTCA OCHOBHOI 610K MrenvHa, M1MenuH-
ONNrOAEHAPOLMTAPHbIN FNKONPOTEUH, NPOTEONANNNA-
HbI MPOTEVMH U MUENVH-aCCOLUNPOBAHHDBIA TNMKO-
npoteuH [16].

MNoaTBepxaeHrem rmnoTesbl MONEKYIAPHON MU-
MUKPUX NOCNyXunn GakT HepaaBHen MAaeHTUdMKaLmm
nenTuaa, roMOsIOrMYHOrO Kak KarncugHomy 6enky VP1
MapBOBMPYCa, TaK 1 YeSI0BEYECKOMY LITOKepaTuHy. H-
TEPECHO, YTO OH MMEET CXOACTBO C 3PUTPOUAHBIM daK-
TopoMm TpaHcKpunumn (GATAT), urpatoLwmm CyLlecTBeH-
Hyl0 pOfib B Merakapuo- un sputponos3se. [pu 3Tom
NapBOBUPYC B, — 3TNONOrMYECKNI areHT He TOJIbKO
3pUTEMbBI HOBOPOXKAEHHDBIX, HO 1 @y TOUMMYHHbIX: anna-
CTMYeCKON aHemMuu, renaTnTa, apTpuTa u apyrux Gopm
MaToNorMmn y reHeTUYeCcKn NpespacnonoXKeHHbIX uL
[17,18]. B cocTaBe 60ppennii BbisiBNeHa rpynna 6en1kos,
obbeAnHEeHHbIX Mo Ha3BaHMeM «OOLero aHTUreHa»,
GNU3KIMX NO CTPYKTYpe TakKoBbIM APYrnx bakTepui 1 ye-
noBekKa. ITv 6K/ BbI3bIBAOT NPOAYKLMIO ayTOAHTUTEN
NPV XPOHNYECKOM TeUEHMUN UKCOLOBbIX KNeLLeBbIX 6op-
penno3oB. HefaBHO coobLWanocb, YTO MOMepeYHbli
MUWENNT ABASAETCA PacnpOCTPaHEHHbIM NPOSBAEHUEM
Helpoboppenno3a BO Bpema paHHeln ANCCeEMUHUPO-
BaHHOW ¢a3bl 6one3Hu Jlanma. Borrelia burgdorferi BblI-
ABNANACh Y HEKOTOPbIX 60bHbIX NpU 06ocTpeHusax PC,
YTO 6bINIO CBA3AHO C OTCYTCTBMEM UMMYHOMOZYNMPYIO-
wero neuveHus [19]. Campylobacter jejuni, skcnpeccu-
pylowWwmnn Ha NMNONONNCaxapugHON CTEHKE 3MUTOMbI,
nofoO6Hble raHrMo3maamM YenoBeKa, ABNAETCA NPUYNH-
HO-3HaUMMbIM UHGEKLMOHHBIM areHTOM Npu aemue-
NMHU3NPYoWnx cuHgpomax Mmnena-bappe n Mun-
nepa-Quwepa [20]. A CTPenTOKOKKOBbIN MNenTug,
0603HaueHHbI Kak NT4, copepunT Kak T-, Tak 1 B-kne-
TOUHbIE 3MWTOMbI, MEPEKPECTHO pearupyoLme c cep-
[e4YHbIM M1O3VHOM. BBeieHHbI MbilliaM, OH Bbi3blBaeT
MOJTHNEHOCHbBI MUOKAPAWT, CXOAHbIA C Bbl3BaHHbIM
BMpycom Kokcakm Tmna 3 [21].

OpHako NoKasaHo, YTo HeKoTopble MHbEeKL MK, B YacT-
HOCTV Mapa3uTapHble, CNOCO6HbI MHIMBKPOBaTh ayTo-
arpeccuio 3a cyeT psAfa MexXaHN3MOB 1 B 3aBUCUMOCTM
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OT CTagun ee NPOrpeccMpoBaHna. AHaNOrMYyHO ru-
rmeHn4Yyeckom runoTese, BblABUHYTOM B 1989 r.
D. P. Strachan, MO>XHO 06BACHUTb BO3pacTaHuWe yac-
TOTbl Pa3BUTUA MATONOIMUYECKOro ayTOMMMYHUTETA
CHUXXEHMEM MUKPOOHOI aHTUIeHHOWM Harpysku. Pe-
3y/IbTaTOM AABMIAAETCA YMEHbLUEHME BO3MOXHOCTHY Nepe-
kntoueHna Th2-kneTouHoro oteeTa, 6anaHcMpyoLlero
Th1-KNeToYHbIN OTBET, BOBMEYEHHbI BO MHOTME ayTo-
UMMYHHble 3aboneBaHuA. MoLHbIMKM MOZYyNATOPaMMu
WMMYHHOI CUCTEMbI XO3AUHa ABNAIOTCA Me/IbMUHTDI.
OHn umHayuupytoT T-numbouunTsl, Npoayuupyolme
NPOTMBOBOCNANUTENIbHblE LUUTOKMHbI, U YrHeTalT
T-numdountbl C NPOTUBOMONOXKHBIMU CBOWCTBaMMU,
BBMIY Yero gerefibMMHTU3aLMA HaceneHmsa annaemmo-
NOrNYECKM CONPAXKEHa C HapacTaHMeM YacToTbl ayTo-
UMMyHHol natonorum [15]. NMoka3aHo, UTo Takme npo-
aykTbl Schistosoma mansoni, Kak pacTBOpUMbIi
rancTHbI (SWA) n anunbin (SEA) aHTUreHbl MOTYT Npes-
OTBPaTWTb Pa3BUTME caxapHoro Aauabeta 1-ro Tvna,
Th1-onocpepoBaHHoro 3a6onesaHus, y NOD-mbliwei.
SEA nHgyumpyeT npogykuumio IL-10 geHAPUTHBIMA KneT-
Kamu BMeCTe CO CHUKeHuem npoaykuum IL-12 [22].
TakxKe 3TV CEKPETOPHO-IKCKPETOPHbIE MPOAYKTbI refb-
MVWHTOB YBENNYMBAKOT YMNCNO MHBAPUAHTHbIX ecTe-
cTBeHHbIX KunnepoB (iNKT) in vivo. Bmecte ¢ Tem oHun
BbI3bIBalOT NPOM3BOACTBO IL-25, nHrnbmpytoulero otee-
Tol Th17. SKcnepuMeHTanbHbIN aniepruyecknin sHue-
danomuenunt (3A3) onocpepyeTcs BO MHOrOM MMEHHO
npopyktamu Th17-numdouuTtos [1]. CywectByeT 605b-
LION MHTEpeC K TepaneBTUYECKOMY MCMONb30BaHUIO
OUMLLEHHbIX MOJIEKYT, MOMYYEHHbIX 13 Napa3nToB. Vc-
CleloBaHMA Ha »KMBOTHbIX MOKa3asnu, YTO HeKoTopble
13 NPOAYKTOB refibMUHTOB 3GdeKTUBHbI B NpeaoTepa-
LeHUn pAAa ayToMMMYHHbIX 3aboneBaHuin (BonyaHou-
HbIll HePPUT, BUCOUBIV apTepuunT 1 ap.) [23], a Takxke
6pOoHXManbHOM acTMbl Y rpbl3yHOB [24].

B 2019 r. yueHbiMu 13 JlabopaTtopuv MO3aunKu
aytoummyHuteTta CMN6IY Bnepsble B MMpe NPOAEMOH-
CTpUpOBaHa TepaneBTMYeCcKasa 1 npodurnakTnyeckas
3¢pPeKTUBHOCTb MNpenapaTa Ha OCHOBE CEKPETOPHO-
3KCKPETOPHOro MpoAyKTa renbMMHTOB — TadpTCUH-
docdopunxonnHa npu 3abonesaHnn LULHC — Ha moge-
nu aHanora PC — 2A3 y mbiwen [23].

Tem He MeHee Nofo6Hble GaKTbl He OOBACHAIT
MHOTVX APYrnX NPUMepPOB NOoAaBneHNA ayTOUMMYHU-
TeTa Npu MHOEKUUAX, HaNPUMepP HEACHO, KaK MMEHHO
Mycobacterium spp. npegoTBpallaeT pa3BUTME ayTo-
UMMYHHOTO CaxapHOro fuabeTa y mMblllel Ha NO3AHNX
CTaguAxX, Tak Kak npu 3TOM NPOU3BOAATCA MPOBOCMa-
nuTenbHble LUMTOKWHBI. [pegnonaraercs, UTo BedyLlyio
ponb 34ech urpatoT Makpodaru 2-ro Tuna unv perynsa-
TOpHble T-KneTku. Bo Bcakom criyyae, sHLedanutoreH-
Hble T-KneTkn nocne MukobakTepranbHOM UHPeKLUn
obecneyurBatoT 3awuty ot A [22].

Hapagy ¢ aTum cyuwecTByloT JOKa3aTeNbCTBa BaX-
How ponu B-knetok B natoreHese PC, o uem cBngetenb-
CTBYET VX UAeHTUMKaLMA B CIMHHOMO3rOBOW XKMUAKO-
CTW, MATKOM MO3roBo 060/I0YKe 1 NapeHXUMe Mo3ra.
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OHM NpUHMMAIOT yyacTe B Pa3BUTUN afanTMBHOIO
UMMYHUTETa 1 ayTOMMMYHHbIX HapYLUEHUI Kak UMMY-
HOPErynsTOPHbIE KNETKM, CNOCOBHbIE MPE3EHTMPOBATb
aHTureHbl T-numdoumnTam, MHAYLMPOBATL aKTMBALMIO
T-knetok, anddepeHLMpPoBKY GONANKYNAPHBIX AEHA-
PUTHBIX KNeTOK, 3KTOMuMYeckun nmumpoHeoreHes
1 BblpabOTKYy LIMTOKMHOB, a He TOJbKO B KauecTse 3¢-
beKTOpHbIX KNeTOK, NpefAwecTBEHHNKOB aHTUTESO-
N ayToaHTUTENo-NpoayLUpYOWMUX niasmaTuyecknx
KneTok nnu B-knetok namaAtu [16].

EcTb naHHble, CBUAETENBCTBYIOLME O TOM, YTO MU-
Kpobrom unu KnweyHasa ¢nopa MoryT MogynmpoBaTtb
BOCNanuTeNbHbIe PeakLnmM X03A1Ha, B TOM Yncsie ayTo-
UMMYHHble [24].

«CneKkTp ONTUKOMUENNT-aCCoUUMPOBAHHbBIX pac-
ctpornictB» (NMOSD) — TepmuH, BBefeHHbI B 2007 T.
1 BKOYaoWmMn B ceba n cepoHeratusHble no AQP4-
IgG cnyyan, — gemumenvHusvpyowme 3abonesaHus,
XapaKkTepusyLmecs cenekT1BHbIM MOpaXXeHeMm 3pu-
TeNbHbIX HEPBOB M CMWHHOFO MO3ra Mpu OTHOCU-
TesIbHOW MHTAKTHOCTY rONIOBHOro Mo3ra. [Npu 3Tom Ha
MarHUTope3oHaHCHbIX Tomorpammax (MPT) ronosHoro
MO3ra Mbo He BbIABNAETCA HUKAKMX NaTONOrMYeCcKmx
n3MeHeHui, Nnbo oHn HecneundryHbl. Ouar nopake-
HUA B CMIMHHOM MO3re UMeET LIeHTPasbHyo 1uiu gop-
CasibHyl0 NOKann3aumio C BOBJIEYEHMEM KaK Ceporo,
Tak 1 6enoro Bewectsa (puc. 3) [8].

B 2015 r. mexagyHapo4HOW rpynmnow no AnarHoCcTu-
ke OM (IPND) 6binun pa3paboTaHbl Kputepun, npeg-
CTaBieHHble B Tabn. 2.

Tabnuya 2
[AunarHocTnyeckne Kpurtepun OM

Mpn Hannuun
AQP4-1gG

1. He MeHee 0AHOro OCHOBHOTO KJ/IMHMYe-
CKOro NposBneHuA.

2. NMonoxuTenbHbl TecT Ha AQP4-1gG npun
MCNonb30BaHUK Hanbonee MHGOPMaTUBHO-
ro 13 CylecTBYIOLWMX METOAOB — KNeTou-
HOWN npe3eHTauum aHTureHa (cell-based
assay).

3. NcknioueHne anbTepHaTMBHbIX AMArHo-
30B

Mpw oTcyTcTBUN
AQP4-1gG nnbo
Hen3BeCcTHOM
craTyce

1. He MeHee aBYX OCHOBHbIX KNMHUYECKNX
NPOABNEHNI, ABMBLUNXCA Pe3yNbTaToM Ofi-
HOrO WMAW HECKONbKMX KIMHUYECKNX 060-
CTPEHUI N COOTBETCTBYIOLNX BCEM XapaK-
TepUCTUKaM:
a) Kak MUHVIMYM OIHO KJIMHMYeCKoe Npo-
ABNEeHMe AOSIKHO OTHOCUTLCA K ONTUYe-
CKOMY HEBPWUTY, OCTPOMY MPOLOSIbHOMY
pacnpocTpaHeHHOMY MonepeyHoOMy Mme-
nuty nnbo CUHAPOMY area postrema;
6) AvcceMmMHaumMA No mecTy (aBa unm 6o-
nee pasfNYHbIX KIVHUYECKMX NposBe-
HUI, OTHOCALLUXCA K KaTeropmm OCHOB-
HbIX);
B) COOTBETCTB/E JOMONHUTENbHBIM Tpe-
60BaHVAM K MPT.
2. OTpuuaTenbHblii TecT Ha AQP4-IgG nnbo
HEeBO3MOXHOCTb ero NpoBefeHus.
3. VcknioyeHne anbTepHATUBHBIX fUarHo-
30B
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Puc.3. MPT weWHOro 1 BepxHerpyAHoro oTAenoB CHHOro Mo3-
ra B pexxume T2 B carmTTanbHo (a) 1 akcmanbHou (6) npoekuusax
n B pexunme T1 nocne BBeAeHNA KOHTPACTHOrO BellecTBa B Ca-
rmTTanbHOM Npoekymun (B) y nauneHta c OM. HTpamegynnapHo,
Ha ypoBHe Ten no3soHkoB C3-Th4 onpepenaeTca NpoTAXKeHHasA
30Ha C HEYETKMMW KOHTYpaMu, HEOLHOPOAHO MOBbILLEHHOW NH-
TeHcUBHOCTbIO MP-curHana B pexxume T2, 3aHMMalowaa 6onee
NOMOBVHbI NONepeyYHnKa CMMHHOIO MO3ra U YaCTUYHO HaKanu-
BaloLL|aA KOHTPaCTHOe BeLlecTBO (yKazaHo cTpenkamu) [1]

OcHoBHble KnnHuyeckne cmHgpombl NMOSD:

® HeBpuT 3pUTENbHOrO HEpPBa.
OcTpbIi MnenuT.
® (CuHApOM area postrema: anNn3of VKOTbl UK TOLW-

HOTbI/PBOTbI, KOTOPbIA HEe 0O6bACHAETCA WMHbIMU

npUYNHaMWN.
®  QOCTpblil CTBOSIOBOW CMHAPOM.
®  CuymnTomaTMyecKkas HapKonencua Namn octTpblin au-

SHUedanbHbIN KIMHUYECK CUHLPOM C HAaMYmMemM

Ha MPT TUNNYHbIX OYaroB NopakeHus.
®  CymnTOMaTMYeCcKuii LepebpasnbHblii CUHAPOM C Ha-

nmunem Ha MPT TMNnYHbIX oYaroB nopaxeHus [25].

[lona paHHol dopmbl naTonorum ot Bcex B3 cpe-
OWN npepcTaBuTenen eBponeougHOM pacbl HeBerKa
(1-5%) B oTnuume ot tOro-BoctouHowm n BoctouHom
A3un, rge OM BCTpeuaeTca HaMHOro yaule (27-28%).
OpHako MHorue cnyyar OM HepefaKo oWwrb60oYHO TPaK-
TytoTca Kak PC, peungnsrpytowmin nonepeyHblin mme-
nuT NMbo peunanBupyWNiA peTpobynbbapHbIn He-
BPWT, B CBA3M C YEM BblLLEHA3BaHHble CTAaTUCTMYECKNE
nokasaTenu BpAA N afleKBaTHO OTPaXkaloT UCTUMHHYIO
yacToTy 6onesHu.

[e6loT 3aboneBaHnNs Konebnetca oT AeTCKoro Ao
NOXKMMNOro BO3pacTa CO CHWMKEHMEeM 4acToTbl nocse
50 net. CpefiHniA BO3pacCT NaLMeHTOB C BNepBble Anar-
HOCTUPOBAHHbLIM 3N13040M 3aboneBaHna — 35-41 rog
npu peunansrpyloLiem Tune TeueHna n 29 net — npm
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MOHOpa3HOM. KeHWVHbI 6oneT ropasgo yale
(85% cnyyaes). [Mpy MmoHOba3HOM TuMNe COOTHOLLEHME
MY>KUMH W KEHLWUH npubnmxaetca K 1 : 1 [3]. 3a6o-
neBaHVe pa3BMBAETCA CNOpPaANYECK, XOTA OMMCaHO
HEeCKONbKO CEMENHbIX Cllyyaes.

BblpeneHo wectb TMNOB NOpaXeHUsa HePBHOW CU-
CcTeMbl, NpeAnonaralWwmx Haamumne pasfmnyHbIX naTo-
reHeTUYeCKNX MeXaHM3MOB C BEPOATHbIM yyacTuem
B NpoLuecce pasnnMyHbIX TUNOB ayToaHTUTen [26].

AHTuTena Kk AQP4 BoisBnaoTca y 50-90% 605bHbIX
[11]. MaToreHeTMyecKasa Posib faHHbIX ayTOAHTUTEN 3a-
K/l0YaeTCA B X KOMMIEMEHT-3aBUCUMOW LIMTOTOKCUY-
HOCTW, NpyBOAsALLEeN K rmbenu actpouutos. Mpeanona-
ratT, YTO OHU TaKXe MOryT MeHATb Mpe3eHTauunto
aHTUreHOB acTpounTamm. B nnasme KpoBm KOHLEHTpa-
uma 3Tmx aytoaHtuten B 500 pa3 Bbiwe, yem B LICK.
Bo3mo»kHO, nx ob6pa3oBaHme NpomcxoamT Ha nepude-
puvu, a B UHC oHn nonagatoT BTOprYHO. OQHOM LIMpPKY-
NALMM B KPOBW ayToaHTUTeN HeJoCcTaTouHo ana dop-
MUPOBaHUA NOBpeXAeHUN, xapakTepHbix Anda OM. 3To
noaTBepXxaaeTca MX OOGHapy)KeHVeM B CbIBOPOTKE
KpoBM 60/bHbIX HE TONTbKO BO BPemsi 060CTPEHWIA, HO
1 B nepuog pemuccun [3].

Y HekoTopbix AQP4-IgG-cepoHeraTuBHbIX NaLmneH-
TOB OMUCaHbl ayTOAHTUTENA K MUENVNH-ONIUTOAEHAPO-
uutapHomy rnvkonpotenHy (MOG-IgG). Takxke BbIAB-
NeHbl NaLVEeHTbl, CEPOMO3UTMBHbIE MO 060MM TUMaM
aHTuTen [27]. Tem He MeHee CcoCyLLeCTBOBaHME Pa3HbIX
ayToaHTUTEN NpU OAHOM 1 TOM e Ciyyae 3abonesa-
HUA — BCe elle ANCKYCCMOHHbIN Bonpoc [28]. imeeTca
TOYKa 3peHns, uto aHTM-MOG cnHapoMm ABnAeTCA Ca-
MOCTOATENIbHbIM 3aboneBaHviem. KnioueBbiMU Mpo-
ABNEHVAMN ANA ero BblAeneHna MOryT Cly>KWTb: ABY-
CTOPOHHUI OTEK U MPOAONIbHO-PACMPOCTPAHEHHDbIN
MUWENUT CO CKITOHHOCTbIO K MO3rOBOMY KOHYCY, CBA3aH-
Hble C «rnceBaoaAnNaTaLmen» arneHanManbHOro KaHana
[29]. B kpoBu aHTN-AQP4-IgG-nonoxKuTenbHbIX naum-
€HTOB O6HapyeHO CHUxeHue ypoBHA C; 1 C,-komno-
HEHTOB KommniemeHTa. C Apyron CTOPOHbI, Y NaumeH-
T0B, Mmetowunx MOG-IgG, 6binn yBenuyeHbl yposHu C,
[30]. JaHHble ayToaHTUTENa ObIv HanaeHbl y 60NbHbIX
¢ aHTU-NMDA-peuenTopHbiM 3HuedanmuTom [31],
OCTPbIM ANCCEMUHNPOBAHHBIM 3HLebanoMmnenTom
[32], acenTnyeckmMm meHuHruTom [33], onTUYeCcKum
HEeBPUTOM 1 BHYTpuyepenHou runoteHsnen [34]. OHn
MOTYT NMPUCYTCTBOBaTb Y 6O/bHbIX CTEPOMA-UYYBCTBU-
TesflbHOW 3HUedanonaTnen, CBA3aHHOW C ayTOVIMMYH-
HbIM TUpounanTom (3HUedanonatuen Xacumoto) [35].
AHanu3 nabopaTopHbIX AaHHbBIX FPynnbl NaLMeEHTOB
¢ PC nokaszan Hannune MOG-IgG1 B HM3KOM TUTpe
y He6OMbLIOro ymcna 6onbHbIX [36]. OnrcaHo coBMeCT-
Hoe npucytctBre AQP4-IgG n aytoaHTUTen K Herpo-
dacumHy-155, nospexgalowmx nepexsatbl PaHBbe
1 B OONbLUEN CTeNneHN OTBETCTBEHHbIX 38 AEMUENNHN-
3aunto nepudepunyeckrx Hepsos. OHU BbINK NAEHTU-
duumpoBaHbl Npy PC, XpOHNYECKOI BOCNANNTENIbHOM
LeMUeNNHN3MPYIOLLEeN NONMHENPONaTUX N CUHAPOME
lmneHa-bappe [37]. UccnepytoTca ayToaHTuTena K ¢no-
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TUIIMHY, KOTOPble BCTPeYannCb Npu CepOHEraTBHOM
OM un'y 6onbHbix PC [38]. B 2015 r. nonyueHbl cBefeHUA
06 yyacTum KoHHeKcrHa-23 1 AQP1-IgG B naTtoreHese
OM [26].

Y ANoHCKMX naumeHToB onucaHo npu OM coBmecT-
HOe NPUCYTCTBME PA3/IMYHbIX ayTOAHTUTEN, XapaKTep-
HbIX 111 UHbIX CUCTEMHbIX U OpraHocneundunyeckmnx
ayTOMMMYyHOMaTUN (@HTKMHYKNeapHbIX anti-SS-A u anti-
SS-B, cBoncTBeHHbIX cuHppomy LUérpeHa; aHTMTen
K peuenTopam TMPOTPONMHOro FrOPMOHa, TMPOrIodynu-
HY 1 TUPONEPOKCMAA3e, TUMNYHbIX AN ayTOUMMYHHbIX
NopaxeHWU WMTOBMAHOW ene3bl). Kpome Toro, coob-
waeTca 06 accoumaumy aHTn-SS-A ¢ AQP4-IgG-nono-
xutenbHbiM NMOSD. OpHako obHapyxeHue Apyrux
ayToaHTuTen Bmecte ¢ aHTU-MOG-Ig Asnaetca pepa-
Kum [39].

AHTUTENa K rnnanbHomy GubpunnapHomy Knciomy
6esiKy, BbI3blBaloLLMe TaKXKe acTpoLMTONaTHIO, Oblnn 06-
Hapy»eHbl B 2016 r. npu 06LIMPHOM NoNepeyHOM Mue-
nuTe 1 atunmyHbix dopmax OM. MpoasneHnamu, bonee
XapaKTepHbIMU AnA faHHoW dopmbl OM, cnyKnnm sKc-
TpacnuHanbHble CMMATOMbI, B TO BpemaA Kak AQP4-IgG-
NONOXUTENIbHOMY MUENINTY UHOTAa npeawwecTByoT
CUMNTOMbI area postrema. MNopaxeHns, Bbi3biBaemble
ayToaHTWTeNlaMKn K AaHHOMY GesiKy, OKasanucb MeHee
rpyobIMU 1 C MEHbLUVIM OTEKOM CMIMHHOIO Mo3ra [40].

OnwuroknoHanbHble IgG BbiasnaAtoTca npu PC B 95%
cnyvaeB. OiHAKO AaHHbIM NoKasaTtenb HecrneyndryeH
N BCTpeyaeTca Npu UHPEKUMOHHbIX 3aboneBaHumAX
UHC n cucteMHbIXx 3a60/1€BaHUAX COeAUHUTENbHOWN
TKaHu [3].

PacTeT uncno coobuieHnii 06 yyactum UMTOKNHOB
N XeMOKMHOB B natoreHe3se OM. Tak, ypoBHu Th2-cBs-
3aHHbIX UUTOKUHOB IL-5, IL-13 1 yntoknHos Th17-3aBu-
CMMOrO pAja, a UMeHHO IL-6, IL-17, noBbiweHbl B LLCXK
N CbIBOPOTKE KPOBU 6onbHbIX. HekoTopble daKTbl yKa-
3bIBAlOT Ha TO, YTO MeTasyionpoTerHasa-2 u IL-6 agna-
0TCA «BMHOBHUKaMU» HapyLLEeHUsA LiesloCTHOCTY rema-
To3HUedanmyeckoro 6apbepa npu OM [41].

Lnpoko npu3HaHo, uto OM MOXeT cocyLlecTBo-
BaTb C MHOXECTBOM ayTOMMMYHHbIX 3aboneBaHuii:
B YAaCTHOCTY TaKNMK, Kak cmHapom LLErpeHa, cuctemHas
KpacHas BOSYaHKa, reHepan3oBaHHasA MUACTEHWSA, TH-
ponant Xacumoto, pexe — aHTU-NMDA-peLienTopHbIi
3HUedpanuT N MMMyHHasa TpomMboLuToneHnYecKas nyp-
nypa [42]. OnucaH cnyyan aHTU-NMDA-peuenTtopHoro
ayTOMMMYHHOIO 3HUedanmTa ¢ HETUMMYHON KIMHMYe-
CKOW KapTUHOW, KOTOPYID MOXKHO CuuMTaTb cCorna-
cytowenca ¢ cepoHeratmeHbiM OM. Bo3moxHo, 370 pe-
3ynbTaT OEeNCTBMA CUHEPruyHbiX aytoaHTuten [43].
Y naumneHTOB C MOPAXKEHUAMN B NEPUBEHTPUKYIAPHOM
6eniom BelyecTBe M BUCOYHBIX JONAX nonywapuii (Ha-
npumep, npu PC) BO3MOXHO pasBuTUE MCUXMYECKNX
PacCTPOCTB, 06YCSTOBNIEHHDBIX, BEPOATHO, BOCMANUTESb-
HbIM MPOLEeCCOM, OMOCPeAOBaHHbIM ayTOVMMYHHOW
peakuuen [44].

HepaBHue nccnenoBaHua nokasanu, Yto OM (kak
N ayTOMMMYHHble MMbuYecKme sHUepanmTbl) MoOXKeT
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coyeTaTbCA C TepaTOMOW ANYHMKA, aeHOKapLIMHOMOM
NEerkmx, Pakom MOJIOYHOW »ene3bl, pakoM nueBoa
(4TO maeT OCHOBaHMe NPefnoNIOKNTb NapaHeonnacTu-
yeckyto npupogy OM), a Takxke C MHOEKLNOHHbIMU
3aboneBaHuNAMK, B TOM YncC/ie CMHAPOMOM npuobpe-
TEHHOro MMMyHogeduunTa, TybepKynesom u Helpo-
cndurnmcom [45]. ImmyHoTepanua onyxonei, OCHOBaH-
Has Ha MHIMOUTOPAX KOHTPOJbHbIX Tovyek T-nnumdo-
LUMTOB, MOXeT ABNATbCA NPUUYMHOW ayTOUMMYHHOW
NaToNnornn, MOCKOJIbKY TOPMO3Hble perynaTopHble
mMonekynbl nocnegHux — CTLA4 n PD1 — caepxuBatot
aKTMBaUMIO ayTopeakTMBHbIX T-Knetok. Cpeamn ayTonm-
MYHHbIX OCJIOKHEHUI TaKOro feyeHus BCTpevarTca
reHepann3oBaHHasa MUacTeHus, SHUedpanuT, acentunye-
CKUA MEHWHTUT, TMPOUAUT, MUOKapPAUT, BECbMa Yac-
TO — rno¢usuT u gp. [46] OTMETUM, UTO ageHOrumno-
dun3 pacnonoxeH y nepekpecta 3puTesibHbIX HEPBOB.
BropunuHoe pa3suTtrie OM B yCNnoBrAX ayTOUMMYHHOTO
numdoumTapHoro runodusmTa C ero rmneprnponakTu-
Hemuen, BBMAY 3TUX aHAaTOMUYECKMX B3aUMOOTHOLLE-
HUN, a TaKXKe CTUMYNNPYIOLLEero AeNCcTBNA NPonakTnHa
Ha ayTOMMMYHUTET, BbIMMAAUT BeCbMa BEPOATHbIM.
Bbbino onucaHo HeckonbKko cnyyaes, korga OM onpe-
LeneHHo npeacTaBnan cobor napaHeonIacTUYecKmi
cnHgpom [47].

HekoTopble npu3Haku, ncnonb3yemble ana aunod-
depeHymanbHon gunarHoctkn OM u PC, cobpaHbl
B Tabn. 3.

Hanbonee kypabenbHbim 3aboneBaHuemM rpynmbl
B3 aBnaetca PC. CTOMMOCTb rogMyHOro Kypca neyeHus
oAHM 13 opurnHanbHbiX NMATPC cocTaBnAeT B TeKyLMX
LieHax He meHee 480 Tbic. py6. bonee Toro, ecnu gnsa PC
CyLLecTByeT rpynmna UMMyHOMOZYNUPYIOLWNX Npenapa-

TOB, KOTOPbIE CHUKAKOT TEMIMbl MHBaNVAU3aLMN NaLreH-
TOB, TO ANA neveHus apyrux B3 pa3paboTaHbl TONbKO
TaKTMKa KynMpoBaHWA OCTPbIX COCTOAHUIA 1 CUMMNTOMa-
Tuyeckan Tepanus. CTaHOApTHOE fleyeHne B OCTPOM
nepuofe MoXeT BK/YaTb KOPTUKOCTepouabl B BUAe
nynbc-Tepanuu, nnasmadepes, BHyTPUBEHHbIE IMMYHO-
rnobynuHbl, HelponpoTekTopbl. Ho He meHee 20% na-
LMEHTOB He pearupyroT Ha fieyeHune. Bo3moxHo, npu
BbICOKMX TUTPax ayTOAHTUTEN C MOMOLLbI0 Ma3madepe-
3a Henb3A ObICTPO U 3$PEKTUBHO OOUTLCA KX yaane-
Husi, Tem 6onee n3 LUCK. Kpome Toro, HEBO3MOXKHO
UCKMYaTb Hanmume CHepruyecknux aHTuTen u NHTpa-
TeKaslbHYI0 MPOAYKLMIO HOBbIX ayTOaHTUTEN B3aMeH
yCTpaHsaeMbix. MicTolweHne KomnnemeHTa pa3BriBaeTca
npy 3TOM MeTofe Tepanun HbICTPO, HO OH MOXET Obl-
CTPO 1 BOCCTaHaBnmBaTbcA [48].

NMOSD yxe Ha paHHUX CTaguAX HY>KAaloTca
B arpeccuBHON Tepanuu UMMyHOCyrnpeccopamu ans
npefoTBpalleHna o6ocTpeHuit, a MHTepdepoHbI-B,
ycrneLwHo nprimeHsiemble npu PC n3-3a cnocobHOCTH no-
HWXaTb NPOHUKHOBeHWe numdoumntos B LIHC, moryT
YXyALWaTh UX TeYeHMe, Tak Kak 06/1afatoT obLMm afblo-
BaHTONOAOOHbIM fgerictBrem [49]. Bo3amoKHble nobouy-
Hble 3bdeKTbl 3aCTaBNAIT MCKaTb HOBblE Npenaparbl.

TepaneBTnUYeCKME MOHOKIIOHAIbHbIE aHTUTENA B 3a-
BMCUMOCTM OT MEXaH13Ma AeNCTBUA N MULLEHEN, Ha KO-
TOpble OHM HanpaBieHbl, PAa3AenAlT Ha HECKONbKO
rpynn, yka3aHHbIx B Tabn. 4 [50]. B HacTosLee Bpems
NHebrnmnsymab npoxogut llb ¢asy KnMHnYeckmx nccne-
noBaHui npy OM. OH MOXeT obecneunTb LeneHanpas-
NEeHHyto aTaky Ha B-kneTku npu coxpaHHOCTU obuiero
nmmyHuteTa [51]. Ctumynauma pemmennHmusaumumn npm
PC cBsizaHa ¢ pa3paboTKoM HOBbIX MPenapaToB aHTU-

Tabnuya 3
AnddepeHuymanbHbiii gnarHos BA3 [3]
MpusHakn oM | PC
Mpepnwectsytowasn nHbekuma BapuabenbHo

WIIN IMMYHU3aLmA

Mon (KeHLWMHbI : MY>KYNHBbI) 9:1 2:1

CpepHui BO3pacT Havana 39 29
3aboneBaHus, rofbl

Mwuenunt MopocTpbi, CUMMETPUYHDBIN [opocCTpbIi, aCUMMETPUYHBIN

CumnToMbI

OnNTNYeCcKnin HeBPUT, MUENUT

Pa3Hoo6pa3|/|e KNMNHNYECKNX CMUMMTOMOB,
AncceMmnHauynAa B NPOCTPAHCTBE U BPEMEHU

Hauyano n TeyeHune

Octpoe Hauano B 100% cnyuaes, 80-90% —
peungmsupyotee, 10-20% — moHodasHoe

10-15% — nporpeccupytoLiee TeyeHue,
85% — pemutTupyoulee, 50% — nepexop
BO BTOPVYHO- NporpeccupyioLiee

Haxooku npu MPT:
roIOBHOrO MO3ra

B pnebtote HeT ouaros, 10% — runotanamyc,
cteon, Il v IV xenynoukn

MNeprBeHTPUKyNApHbIE
1 cybKOpTMKabHble o4aru

CMNNHHOIo Mo3ra

npOTﬂ)KeHHOCTb 04aroBoro nopaxeHua 6onee
3 CerMeHTOB, LieHTpasnibHana fokanmsauma

MpoTAXEeHHOCTb 04aroBOro MNOpaXXeHus He
6onee 1-2 cermeHTOB, Nepupepryeckas
nokanunsaumsa

LCK

MnenounTos HenTPOdUNbHLINA (Npy GakTepu-
anbHom 3Tonoruu) >50 kn/mn3
(BO3MOXeH 1 nuMboLMTapHBbI NNeounTo3 —
npwv BUPYCHOW UHbeKLnm)
OnuroknoHanbHble komnnekcbl 15-30%

MnenounTos numdoumTapHbIn <50 Kn/mnd.
OnuvroknoHanbHble KoMnieKkcbl 85-90%

CsasaHHble ¢ OM ayToaHTMTeNa

+
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Tabnuya 4
pynnbl TepaneBTMYECKNX MOHOK/IOHAJ/IbHbIX aHTUTEN
Bug antuten Muwenb Mpenapat Hozonoruueckas
eAuHuLa
AHTK-T- 1 B-kneTtouHble CD52 Anemty3ymab PC
AHTU-B-KneTouHble CD20 Okpenunzymab, obatymymad, yonmtykcrmab
PuTtykcumab oM
cD19 NHebunnmsymab
MpoTuB KOMMNOHEHTOB c5 SKynu3ymab
CUCTeMbl KOMMIEMEHTa
AHTULUNTOKNHOBbIE IL-6R Touymnmsymab
GM-CSF MOR103 PC
MpoTnB monekyn agresunn a4-vHTerpuH HaTtanusymab

Ten: anti-LINGO, uenoseyeckuii MMmyHornobynuH M
(rHIgM22). HekoTopble npenapatbl (qumetundymapar,
naebeHoH, GUOTUH) NepCneKTUBHbI AN YCTPaHeHUs
MUTOXOHAPUANbHON ANCOYHKLMUN, ABNAIOWENCA Kilto-
YeBbIM MeXaHW3MOM aKCOHaNlbHOW [JereHepauuun.
YMEHbLUEHNIO SHepreTuyeckoro AeduLyTa B akCOHe 1 Hell-
poHe CcnocobCTBYIOT NpenapaTtbl, BAVAIOLME Ha nepe-
pacripefeneHmne NOHHbIX KaHanoB (MaMOTPUIKNH, aMU-
nopuga, bamnpuguH) [52].

Takrm 06pa3om, C TeUeHVIeM BpeMeH NOABAAITCA
HOBble MeToAbl Beprdukaumm pegkmx dopm B3, ytou-
HAKTCA KpUTEpUM AMarHOCTUKK MX Hanbosnee pacnpo-
CTPAHEHHbIX Pa3HOBMAHOCTEN, YTO NMO3BOJIAET C 6ONb-
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