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Annortanus

Beedenue. Inuanvhbiil pudpunnspusiii Kucaviii beaok (GFAP) 56asemcs Karoueabim KoMHOHEHMOM NPOMedCymouHbix dunamermos acmpoyumos. B 2016 o. anmu-
mena Kk GFAP (GFAP-AT) Gbiau udenmughuuuposans 6 kavecmee chneuupuunoeo Guomapkepa enepeble YCmanoanenHoeo socnaiumensiozo abonesanus L[HC,
Komopoe Ha36aau aymoummyrHoll acmpouumonamuei, accouuuposannoli ¢ GFAP-AT (A-GFAP-A). Ilockonvky GFAP nokaau3oar éHympux.aemoyro, Henocpeo-
cmeento GFAP-AT, no-eudumomy, He namoeerHbl, Ho cAyJIcam OUOMAPKepOM UMMYHHO20 8ocnanerus. Juacrocmuueckas uerrocms ooapyacerus GFAP-AT &
UepeOPOCHUHANLHOLL JICUOKOCIU Bblie, HeM 8 CbIBOPOIKE KPOal, HOCK0AbKY u30auposartoe visenetie GFAP-AT 6 kposu (1o He 8 uepeOpocnuHAAbHOI JHCUOKOCHL)
ModIcem HabAOambes: u npu Opyeux UMMYHOONOCPEO0BAHHDbIX 3a001e8aHUSX ¢ NOPAdICEHUEM LeHMPabHoll HepeHoil cucmembl. A-GFAP-A o6biuHo nopaxcaem auu
cmapuie 40 nem u 6 GoabuuHCMBe CAYHACE POABASEMCA OCIPBLM UAU NOOOCIPBLM PA3BUMLUEM CUMAMOMO8 MEHUH20IHUEDANOMUeAUMA UAU €20 02PAHUMEHHBIX
opm. Xapaxmeprovin dns A-GFAP-A MPT-npusnaxom seasemcs auHeiiHoe nepusackynsaproe paoudnbHoe KOHMpacmHoe ycuaerue 6 0enom eeujecmae noayuapuil
201061020 MO32d, N0KAAU3YIOUeecs: nepneHOUKYASIPHO no omHoueHuto K dceaydoukam. Conymemayiouie HOB00GPA308AHUS UAL AYMOUMMYHHbIE paccmpolicmea,
a makdice Ko-dKcHpeccus ¢ aHMUHEIPOHANbHBIMU aHmumesamny — He pedkocmo npu A-GFAP-A. 3aboaesanue, kak npasuno, Xopouio noddaemcs UMMyHHoI
mepanut, Xoms peyuougupyioljee meerue, mpedyioujee 0aUmMenbHol UMMYHOCYRPECCUl, U eOUHUYHblE CAY4AY AemanbHo20 ucxoda makaice umeiom mecmo. Cee-
Oenus 00 snudemuonoeuu, smuonoeuu u namoeerese A-GFAP-A ewé docmamoyro oepanuvenvi. B cessu ¢ omeymemeuem 0aHbix 00120CpouH020 HAOAOeHUS
duazrocmuueckue Kpumepuu, 00LenpuHImble cxeMbl Ae4eHus, npoeHOCIMuMeckue (akmopsl 04 OUeHKU pucka peyudusa u ucxo0a 3a601e8aHus He yCmMaHoBAeHbL.
B cmambve npedcmasaeno nepeoe 6 Poccuu onucarue kaunuveckoeo cayuas peyuousupyroueii A-GFAP-A, a makoice npusedén ananus aumepamypoi ¢ oceeueHuem
HAKONACHHbIX K HACTOSUEMY 8DeMeHU 3HAHUL 0 namozeHe3e, KAUHU4eCKol KapmuHe, a maxace mpyoHocmsax ouaeHocmuku u sevenus A-GFAP-A.

Karouesvie caosa: GFAP; eauanvhbiii puopusnsaphslii kKucavii 6enok; aymoummynnas GFAP-acmpouyumonamus; aymoummynnblii sHyeda-
UM, MEHUH0IHUePanum, MeHuHe0dHueparomueium

Drrueckoe yreepxaenue. MccienopaHue MpoBOoAUIOCH MPU J0OPOBOITBLHOM MH(MOPMUPOBAHHOM COIIACHHM MALIMEHTa, B TOM YMCIE HA
MyOJIMKALMIO KITMHUYECKOTO CITydast.

UcTounux (l)ﬂHchnpOBaHl/lSl. ABTOpI)I 3asBJISIIOT 00 OTCYTCTBMM BHCIITHUX UCTOYHUKOB (bI/IHaHCI/IPOBaHI/IH IIpH MPOBECACHUN UCCIEN0-
BaHU:.

KondmkT nHTEpecOoB. ABTOPHI IEKIAPUPYIOT OTCYTCTBHE SIBHBIX M TIOTCHIIMAIBHBIX KOH(MINKTOB HHTEPECOB, CBA3aHHBIX C ITyOIMKa-
LIMEM HACTOSIIEH CTaThM.
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Relapsing Autoimmune GFAP Astrocytopathy:
Case Report

Ekaterina O. Chekanova, Alla A. Shabalina, Taras O. Simaniv, Rodion N. Konovalov, Larisa A.
Dobrynina, Lyudmila A. Kalashnikova, Maria V. Gubanova, Maria N. Zakharova

Research Center of Neurology, Moscow, Russia

Abstract

Introduction. Glial fibrillary acidic protein (GFAP) is the main component of intermediate astrocyte filaments. In 2016, anti-GFAP antibodies (Ab) were identified as
the specific biomarker for the first established CNS inflammatory disorder subsequently called autoimmune astrocytopathy associated with anti-GFAP Ab (A-GFAP-A).
Since GFAP is localized intracellularly, GFAP Ab do not appear to be directly pathogenic though serve as a biomarker of immune inflammation. Although presence
of GFAP-Ab in the serum (but not in the CSF) could be observed in various CNS immune-mediated diseases, detection of GFAP-Ab in CSF is only characteristic for
A-GFAP-A. A-GFAP-A usually develops after the age of 40 and mostly manifests acutely or subacutely with symptoms of meningoencephalomyelitis or its focal forms.
Linear perivascular radial cerebral white matter enhancement is a specific MRI finding of A-GFAP-A. Concomitant neoplasms or autoimmune disorders, as well as
co-expression of other antineuronal antibodies are not uncommon in A-GFAP-A. Usually, disease responds well to immunotherapy, and prolonged remission could
be achieved, however recurrent disease course and fulminant cases are also described in the literature. In these cases, long-term immunosuppression is required.
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CLINICAL ANALYSIS

Autoimmune GFAP Astrocytopathy

Data on epidemiology, etiological factors, and precise pathogenesis of A-GFAP-A are still limited. Due to the lack of long-term follow-up data, diagnostic criteria,
generally accepted treatment strategies or prognostic risk factors for relapse and outcome of the disease have not yet been established and precised. We present the first
description of a case of relapsing A-GFAP-A in Russia and an analysis of the current data on the pathogenesis, clinical features, as well as the diagnostic challenges

and treatment approaches for A-GFAP-A.

Keywords: GFAP; glial fibrillary acidic protein; autoimmune GFAP astrocytopathy; autoimmune encephalitis; meningoencephalitis; meningo-

encephalomyelitis
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Beenenne

B 2016 r. rpynmoii Bo rnase ¢ V. Lennon (kinHuka «Mayoy,
CILA) 6bU10 OMKMCAaHO HOBOE ayTOAHTUTEJO, CHIEHU(BUIHOE K
LIUTO30JIbHOMY O€NIKY TPOMEXYTOUHBIX (DMIAMEHTOB acTpO-
IIUTOB, B KAaYeCTBE €ro aHTUTeHA WICHTU(MOUIIMPOBAH IJIM-
aNbHBIN GUOPWIIIpHBIN Kucibi 6e1ok (GFAP) — ocHos-
HOIi KOMITIOHEHT MPOMEXYTOUHBIX (PUIAMEHTOB aCTPOLIMTOB,
UTPAIOIINI BaXHYIO POJIb B TIOIEPXKAHUN UX MOPdOJIOTHYe-
CKOM CTaOMIBHOCTH, (DOPMUPOBAHUM TeMaTodHLehannye-
CKoro 6apbepa 1 pery/siuuu ¢GpyHKiuu cuHarcos [1, 2]. Tka-
HeBoit (TBA) u xnerounsiit (CBA) anamussl 6oee gem 100
000 obpa3oB CHIBOPOTKU KPOBU /WU LEepeOPOCTMHATb-
Hoit xuakocty (IICXK) mammeHToB ¢ MOT03peHNEeM Ha ayTo-
MMMYHHOE HEBPOJIOTUUECKOE PACCTPOMCTBO OOHAPYXKUIU
antutena (AT) kK GFAP (GFAP-AT) y 103 6ombabix [1]. Pe-
TPOCTIEKTUBHBIN aHAIM3 MEIUIIMHCKON TOKYMEHTALIUU CEpo-
TO3UTHUBHBIX CITy4aeB T0Ka3aj, YTo Y OOJIBIIMHCTBA MAllMeH-
TOB KJIMHMYECKasl KapTHHA 3a00JeBaHuUS OblTa IpeacTaBIeHA
YYBCTBUTEIBHBIM K TPy TIIOKOKOPTUKOCTEPOUIAMU Me-
HUHTO3HIIE(ATUTOM ¢ MUEIUTOM WIU 0€3, KOTOPHIA HaIo-
MUHAaJ ONMCaHHBI paHee «HEeBACKYJIUTHBIA BOCHAIMTENb-
Hblf MeHuHrosHuedamut» [3, 4]. Tak Obl1a ycTaHOBJEHA
HOBasl HO30JIOTMYECKas eIMHUIIA — ayTOMMMYHHbIT GFAP-
MeHuHrosHuedharomuenut (uiu A-GFAP-A), otiuvnas ot
IPYTHX PACCTPOMCTB, OOBIYHO YIMTHIBAEMBIX MTPH TUDDepeH-
LMaTbHOM IMarHOCTHKE: MH(MEKIMOHHBIE, TPaHyJIeMaTO3HbIE,
IeMUETMHAZKPYIOIINe 3a00J1eBaHN, TUMGbOMa IEHTPaTbHOM
HepsHo#t cuctembl (LTHC), kapuuHomatos, Backyaut LIHC.
[Mocnenytomiye uccienoBaHUs MOATBEPANIN CTIEM(DUIHOCTh
GFAP-cepontosutuBHoctn LIC2K mnst  muarHoCTHpOBaHUS
A-GFAP-A [5-7].

B Hacrosiei cTathe MpeacTaBIeHo MePBOe, HACKOIBKO HaM 13-
BECTHO, orrcanue kimHudeckoro ciydast A-GFAP-A B Poccun.

Komnmyeckwuii cryqai

MyxuuHa M., 66 net, B suBape 2021 . mepeHéc HOBYIO KO-
ponHaBupycHyto uHdpekuuio (COVID-19) B nérkoit dbopme, B
anpene—mae 2021 . BaKIIMHUPOBAH JBYXKOMIIOHEHTHOM Bak-
uuHoi «CriyTHUK-V». B cepenune Mas yireten B Tamnanz, roe B
KOHIIE MIOHS MOSIBUIIMCDH BbIpaXkeHHas 0011ast cnabocTh, THEB-

Hasl COHJIMBOCTb, cHUXeHue ammeTtuta. 05.07.2021 BepHycs
B MOCKBY, CyIpyra OTMETHJIa J€30PUEHTAIINIO B IPOCTPAHCTBE
1 BPEMEHM, TJUTIOLIMHALIAY, TIOBBILICHUE TEMIIEpaTyphl Teaa
1o 38°C. B TeueHue cieayonmx 2 Hell pa3BUIMCh BOCXOJIsIIee
OHEMEeHHE B HOTax JI0 YpOBHSI pE0epHOI Iyru, HapylIeH1e KO-
OpAMHAIMH, YYalIEHHOe MOYEHCITyCKaHHe, 3aTeM OCTpasl 3a-
nepxkka Moun. [TammeHT ObUT rOCIUTATM3UPOBAH, BHIIONTHEHA
TpoakapHasi nuctoctoMusi. CocTosiHUE MOCTeNEHHO YXy/Ila-
JIOCh: CHU3MJIACh TIAMSITh Ha HelaBHUE COOBITHS, TIEpecTal ca-
MOCTOSITE/IbHO MePENBUTaThCs, MOSBUINCH TM30/IbI SIMOLIMO-
HaJIbHOTO BO30OYXIEHMUSI.

[Mpu maenumuo-pesonancroii momoepaguu (MPT) eono6Ho20
Mo32a U wieiiHo2o omoena cnuHHo2o mozea (uroab 2021 e.) BHISB-
JIEHbl MHOXKECTBEHHbIE T2-rMMEPUHTEHCUBHbIE OYary B Mepy-
BEHTPUKYJSIPHOM 0€JIOM BELIECTBE MOIyLIapUil, MPOAOJTOBa-
TOM MO3T€ U MIEWHOM OT/e/Ne CIMHHOTO MO3ra C MPU3HAKaMU
aKTUBHOCTM — HaKOIJIeHWe KOHTpacTHoro BeuectBa (KB) Ha
noctkoHTpacTHEIX T1 (T1+C) B3BeIICHHBIX M300paXKeHUSIX
(BW) nepuBeHTPUKY/ISIPHBIMUA OYaraMyd M O4aromM Ha YpoBHE
C2 nozBonka. MP-kxaptiHa mHTepIpeTMpoBaHa KaK IeMue-
JUHU3MpYoOUi mpoliecc. Ha ocHOBaHMM aHAM30B KPOBU
n HCXK ObUM MCKIIOYEHBl HEUPOCApKOUI03, 3a00JeBaHUS
cnekTpa ontukoHeBpomuenuta (3COHM) ¢ AT k akBamopu-
Hy-4 (AQP-4), reprmetuyeckue U TyOepKyAE3HbIN 3HLIEDATN-
ThI. YCTaHOBJEH qUarHo3: PaccesHHbIN cKIepo3, 000CcTpeHwMe.
I[TpoBonuiach mynbc-Tepanus 1eKCaMeTa30HOM B CyMMapHOM
nose 144 mr, cuMnTomaTuyeckast Tepanus aTMMeMa3uHOM U
TUIPOKCU3MHOM C CYOONTUMATBHBIM MOJTOXUTETbHBIM 3P deK-
TOM — KYNUPOBAJach TMCUXOMPOAYKTUBHAS CUMIITOMATHKA,
YIYYLIAIOCh BHUMAHKE, MAIUEHT CTAl CTOSITh C TIOCTOPOHHEH
MOMOLIBIO.

Cryers | Mec B CBSI3M ¢ COXPAHEHUEM TICUXOHEBPOJIOTMYECKO-
ro neduuuta GOJbHON TOBTOPHO TOCHUTATU3UPOBaH. MPT
207108H020 U CNUHHO20 Mo3ea (aseycm 2021 2.) OOHApYXWUJIO
MHoroovarooe T2-runepruHTeHCUBHOE TOPakeHUE BELIECTBA
rOJIOBHOTO MO3Ta (0e3 IMHAMUKY B CPAaBHEHUU C TTPEIbIAYITM
UCCIENOBAHMEM) W CIIMHHOTO MO3Ta Ha BCEM MPOTSIKEHUU.
[Mpu T1+C — muddysHoe HakommneHus KB (1o Ty «rpsi3Ho-
ro» OEJIOro BEIECTBA) 110 X0y MEPUBACKYISIPHBIX TPOCTPAHCTB
CEMUOBABHBIX IEHTPOB, a TakXe 04aropoe HakorieHue KB B
CTBOJIE MO3Ta U MHOXECTBEHHbIMU OYaraMu Ha BCEM MPOTSI-
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KIMMHUYECKWA PA3BOP

>KEHUM CIIMHHOTO Mo3ra. MP-u3MeHeHnsT MHTepIIPeTHPOBAHBI
Kak BocnauuTtebHble (Backyaut?). Ha ocHoBaHuM Jabopa-
TOPHO-MHCTPYMEHTAIBHOTO 00CTIeNOBaHNS OBLTA UCKITIOUEHBI
Backynut LIHC B pamkax cucTeMHOTO BacKyJIMTa, MEPBUYHBIIMA
anruut [HHC, ayroumMMyHHbIe 3HIIE(DATUTBI, aCCOLMUPOBAH-
Hble ¢ aHTUHelpoHanbHBIMU AT, 3a00neBaHMs, aCCOLMUPO-
BaHHBIE ¢ AT K MUEINH-OJIUTOACHAPOLMTAPHOMY TJIMKOIIPO-
TeWHY, SHIIe(haTNTH, BRI3BAHHBIC BUpycaMu 3amagHoro Huia,
JIMXOPAIKU JeHTre, YUKYHTYHbS U STOHCKOTO 3HLedhatuTa. Ju-
aTHO3 TIAIMeHTa OBLT IePecMOTPEH: «BacKymuT ¢ mopaxeHnem
HEeOOJBIINX BEH TOJOBHOTO, CIIMHHOTO MO3ra U BTOPUYHBIMU
BOCTIATUTEIbHBIMU M3MEHEHUSIMU OEJIOTO BEIeCTBa MOJyIa-
pHUit, CTBOJIA TOJIOBHOTO MO3Ta M CITMHHOTO Mo3rax. [TpoBene-
Ha TyJIbC-Tepanus MeTUITIPETHU30JJ0HOM B CyMMapHOM 103€
5000 MT ¢ BBIpAXXKEHHBIM TTONOKUTETbHBIM d(DPEKTOM: YMEHb-
HIAJIAch MATKOCTh MPH X0ab0e, MAlMeHT CTal CaMOCTOSTe/b-
HO TIepPeIBUTAThCS, IPAKTIIECKH ITOJTHOCTBIO PErPecCUpOBaIH
KOTHUTHBHBIE HapyIIEHWs, CTal KOHTPOJIMPOBATH (DYHKIIUU
Ta30BBIX OPraHoOB, ylaJeHa IcTocToMa. HazHaueH mepopaib-
HBII TIpUEM TIpeIHN3010Ha 80 MI/CYT C IOCTETIEHHBIM CHIKE-
HUEM JI03bI.

Cnyctsa 2 Mec nocie Bbimucku (okTs0pb 2021 1), Ha ¢oHe
CHIDKEHHS CYTOUHOM 03Bl MpeTHN30/10Ha 10 20 MT/CyT — pe-
LMAKUB 3200JI€BaHUS B BU/IE€ HAPACTAHUS BBIPAKEHHOM 00LIEi
C1aboCTH, COHIMBOCTH, KOTHUTUBHBIX HAPYIIEHU , IMAaTKOCTH
npu xons0e. [pu MPT 201061020 u cnunHo2o0 mo3ea (0KmaOPL
2021 e.): oTpuiaTeIbHas TMHAMKWKA B BUIE YBEIMYCHUS KO-
mmyecTBa T2-TUNEPUHTCHCUBHBIX 09ar0B B TITyOOKUX U TIEPH-
BEHTPUKYJISIPHBIX OTAEaX 0eJ0ro BelecTBa roJIOBHOTO MO3-
ra, a Takke 0ojIee BRIpaKeHHOE M MHTEHCHBHOE HAKOIIICHUE
KB B 6e10M BeliecTBe MmosyIapuii 00JbIIOr0 MO3ra, B CTBOJIE
(TIperMYIIEeCTBEHHO MOCT M CPEIHIE MO3KEUKOBBIC HOXKKH),
MHTpaMeny/IIpHBIMU odaramu (puc. 1). IIpoBemeHa myibe-
Tepanus METHITIPEIHI30I0HOM B CyMMapHOI TO3MPOBKE 3 T,
Ha (hOHE Yero CUMIITOMATHKA 3HAYUTEIBHO perpeccrupoBaa.
Hasnauena mepopasibHas Tepamusl MpeIHU30J0HOM B 103
80 MT/CcyT ¢ TTIOCTIeAyIOIINM TTOCTEIICHHBIM CHIKCHIEM.

B TeueHue cienyoliero roqa COCTOSIHUE OCTaBaIOCh CTaOMIIb-
HbeiM. KoHTponbsHoe MPT 201061020 U cnutHo2o Mo3ea (Oekabpo
2021 2.) MpOAEMOHCTPUPOBAIO TMOJOXUTEIbHYIO TUHAMUKY
(puc. 2). MPT 20106020 mo3ea (anpeab 2021 .): 0e3 TMHAMUKH.

B oxts6pe 2022 1. Ha (hoHE CHUXEHUS 103bl METUIIIPEAHU30-
JIOHa 10 8 MT/CyT BHOBb OTMEUEHBI CyO(heOpIIbHAS TUIIePTEp-
MUSI, HApaCTaHUE JHEBHOI COHJIMBOCTU, LIATKOCTH MPU XOIb-
0e, B CBSA3M ¢ 4eM O0JIbHOI ObIT rocruTamu3uposad B ®I'BHY
«Hay4Hblit LIEHTpP HEBPOIOTUM».

ComnytcTByloliye 3a00eBaHUS: caXapHbIil AuabeT 2-To THIIA,
TUNePTOHUYECKast 00e3Hb 2 CTEMEHU, PUCK CEPAEUHO-COCYIU -
CTBIX OCJIOXKHEHM 4, THTIEPILIa3Us MPeACTaTeIbHOM Xee3bl.

Hesponornueckuii craryc: Bo Bcex cdepax opueHTHPOBaH Bep-
Ho. JIérkue koruutuBHble Hapymenus (MoCa 24/30 6amnos,
MIPEVMYILIECTBEHHO 3a CIET HAPYIIEHUST KPATKOCPOYHOM MaMsI-
TH). MeHMHreanbHbIX 3HaKOB HeT. Co CTOPOHBI YepeIHbIX He-
pBOB — 0€3 ocobeHHOCcTel. YETKMX mape30B HeT. MbILIeUHbII
TOHYC B KOHEUHOCTSIX He M3MeHeH. CyXOXMIbHbBIE pedIeKChl
oxusneHbl, S > D. Pednekc babuHcKoro, KucteBoii aHajior
peduekca Poccomumo, pedraekc Mapunecky—PamoBuun —
¢ iByx ctopoH. KoopanHatopHble MPOObI BBITIOMHSET C NHTEH-
LIMOHHBIM TpeMOpPOM U aucMmeTpueii, D = S. B npobe PomGepra
HeycToiunB. MoueucryckaHue caMoCTOSITeNbHOe, 0e3001e3-

AyToummyHHast GFAP-acTpoupTonaTis

Puc. 1. MPT rosioHOro 1 cimHHOro Mo3ra nanuenTa M. (okTsopb 2021 r.).

A — T2/T2-FLAIR BW: MHOXeCTBEHHBIE 0YarK MOBBIIIEHUS HHTCH-
cuBHOCTH MP-curHama B GesloM BellecTBe TOJYIIAPHiA TOJOBHOTO
Mo3ra (MMeloLIne MPOTSKEHHbIN XapakTep 1 MepuBacKyIsSpHbIiA Mat-
TEpH JIOKANIU3AINN), B MOCTY, NPOJIOITOBATOM MOSTE, CPEJHUX HOX-
Kax Mozxeuka; B — T1+C: nnneiinoe panuanbHoe nepMBaCKynﬂpHoe
HakoruieHie KB B Gel0M BeliecTse MOJyLIapHii, B CTBOJIE, HOXKAX
mosra, moszxeuke; C — T2/T2-STIR BU: MHOKECTBEHHbIE OYari
C HeYETKIMHU KOHTypaMI/I TIOBHIIEHUST ”HTeHCUBHOCTH M P-curHanma B
CIIMHHOM Mo3re Ha BcéM npoTsikeHuu; D — T1+C: ToyeuHoe HeoIHO-
ponHoe Hakorienne KB B BemiecTBe ciiHHOTO MO3ra.

Fig. 1. Patient M.’s brain and spinal MRI (October 2021).

A — T2/T2-FLAIR: multiple hyperintense white matter lesions in
the cerebral hemispheres (elongated and perivascular), the pons, the
medulla oblongata, and the middle cerebellar peduncles; B — T1+C:

linear radial perlvascular contrast enhancement in the white matter of
the cerebral hemispheres, the brainstem, the cerebral peduncles, and
the cerebellum; C — T2/T2-STIR: multlple ill-defined hyperintense
lesions along the entire ength of the spinal cord; D — T1+C: focal
heterogeneous contrast enhancement in the spinal cord.

HeHHoe. CKJIOHHOCTH K 3anopaM. CHUXeHMe BUOPAIIMOHHOM
YYBCTBUTEILHOCTU C KOJIEHHBIX CYCTaBOB, OTCYTCTBME C TO-
JIEHOCTOIHBIX CYCTAaBOB U C 00JblIeOepIOBOil KOCTH, S =
[Toxonka aTakTr4ecKasi, Ha IIMPOKOI Oase.

Pesymbrate! nccnenoBaHmii;

+ obmwmii aHanu3 LCXK (uionpb 2021 r.): muro3 80/3 — num-
ot (Hopma 0—10), 6enox 0,84 r/n (Hopma 0,15—0,45),
rmoko3a 1,7 mmons/n (Hopma 2,2—3,3);

+ obmmit anamus LICXK (aBrycr 2021 r.): muro3 155/3 — num-
ouuTsl, 6e10k 0,599 r/71, TIIIOKO3a — HOPMA;

* oIpesesieHre OJIMTOKIOHaTbHOTO IgG B CHIBOPOTKE KPOBU
n HCXK (utomb 2021 1.): 3-# THT cCUHTE3a;

* omnpefeseHue ONUrokaoHanabHoro IgG B CHIBOPOTKE KPOBU
n HCX (aBrycr 2021 r.): 2-11 TUIT CUHTE3a;

+ TP IHK mukobakTepuu Ty0epKyaE3a, BUPYCOB MPOCTOTO
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Puc, 2. MPT roz10H0r0 u cotizioro mosra namuenta M. (nexa0ps 2021 r.).
A, C — T2-FLAIR/T2-STIR: yacTuuHbIii perpecc O‘{al"OBle n3Me-
HEHMUIT B BEILIECTBE TOJIOBHOTO U CMIMHHOTO Mo3ra. B, D — T1+C: or-
CYTCTBHE TIaTOJIOTMIECKOTro HakoruieHnss KB B BelecTBe TOJOBHOTO
Mo3ra, yMeHblIeHHe 00bEMA 1 BbIPAXKEHHOCTH MATOJIOTMYECKOr0 KOH-
TPACTUPOBAHMUS B BELIIECTBE CITMHHOTO MO3Ta.

Fig. 2. Patient M.'s brain and spinal cord MRI (December 2021).

A, C — T2- FLAIR/T2 STIR: partially resolved focal changes in the
brain and spinal cord. B, D — T14+C: no abnormal enhancement in the
brain matter; decreased volume and intensity of abnormal enhancement
in the spinal cord.

repreca I, II Tunos, uutomeranoBupyca, BUpyca Dmiureii-
Ha—bapp B LICXK (urop 2021 1.): oTpHIIaTeIBHO;

AT k Bo30ynuTessaM nuxopaaku 3amnangHoro Huma, nuxopas-
KW JIEHTe, YUKYHTYHbsI U AMOHCKoro sHuedanura (IgM) B
ceiBopoTKe KpoBu 1 LICZK (okTa0ps 2021T.): oTpuLIaTeIbHO;

AT x HeiipoHanbHbiM aHTUTeHaM (IgG) B CBIBOPOTKE KPOBU
u LICX: oTpuiiatensHo;

* AT k uutonnasme Helitpoduios (IgM), AT K akcTparupye-
MBIM simepHBIM aHTureHaM (IgG): oTpuiiaTensHo;

* AT k AQP-4 (IgG): otpunarebHo;

* AT X MUETMH-OJMIOACHIPOLUTAPHOMY TIJTHMKOMPOTEUHY
(IgG): oTpunatenbHoO;

* nkTuBHOCTH ATT®D: B penenax HOPMBbI,

* 3JIEKTPONUTHI KpoBH (1t0j1b 2021 1.): HaTpuit — 121 MMOJIb/ T
(Hopma 130—157), kanuii — HopMa;

* 3yeKTponuThl KpoBu (aBryct 2021 ., okTsg6ps 2021 1.): Ha-
TpUii, KaJIuil — HOPMA,

+ KT opraHoB IpyIHOI KJIETKHA: TIOCTBOCTIATUTEIbHBIC N3Me-
HEeHMs B BEpXHEH [101e IEBOTO JIETKOTO 1 CpeHell 1ose mpa-
BOTO JIETKOTo. B 0CTaJIbHOM — MAaTOJIOTMK HE OOHAPYXEHO.

* MPT ronoBHoro mo3ra (Hos6ps 2022 I.): B CpaBHEHUU C UC-
cnenoBaHueM ot anpens 2021 . — oTpuuatenbHas TUHAMU-
Ka B BUIE yBeTMIeHUS U DY3HBIX T2-TUepUHTEHCUBHBIX
30H B IJTyOOKOM 0€JIOM BelIeCTBe 000MX MOMyIIapyii 60b-
IIIOTO MO3Ta, CTBOJIE MO3Ta M 000MX MOYIIApHii MO3XeJKa,
MMEIOIINX TIPOTSKEHHBIM M MEepMBACKY/ISIPHBIA TaTTepH,

Puc. 3. MPT ronosuoro mosra namuenta M. (Hosg0pb 2022 1.).
T1+C: HakorneHue KB B HepI/IBeHTpI/IKE’JTHpHOM 1 T1yOOKOM GesioM

BelIeCTBe Nouyiiapuii ronoBHoro mosra (4—C), B ctode (C, D), HOX-
Kax Mo3ra (D), B 000MX MONyIapusax Mo3xeuka (4, D).

F1F. 3. Patient M.'s brain MRI (November 2022).

+C: contrast enhancement in the periventricular and deep white
matter of the cerebral hemispheres (4—C), the brainstem (C, D), the
cerebral peduncles (D), and both cerebellar hemispheres (4, D).

AHTM-GFAP-IgG, LICXK >1:10

A B

Puc. 4. AT k GFAP, IgG (peakuus HenpsiMoii nMMyHOG.TyoOpecHieHIm)
B LICXK (A) u cbiBopoTKe KpoBu (B) mammenta M. (Hos16ps 2022 1.).

Fi 1§ 4. GFAP Ab (IgG; indirect immunofluorescence) both in patient M.'s
F (A) and blood serum (B) (November 2022).

MHTeHCUBHO HakarmBaromux KB (puc. 3);

+ obmwmit anamusz LICXK: nuro3 129/3, 6enok 0,75 r/1, ro-
K032 — HOpMa;

+ AT x GFAP, IgG (peaxitist HempsiMoit IMMYHOMITyOpeCIeH-
uun): nojoxutenbHo U B LICXK (puc. 4, A), 1 B CbIBOPOTKE
Kposu (puc. 4, B).
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KIMMHUYECKWA PA3BOP

Ha ocHoBaHMM KJIMHWYECKOW KapTUHBI PELUIMBUPYIOIIETO
sHUe(aToOMUeINTa, JaHHBIX HEHpOBU3yalu3aluu U OOHapy-
xennst GFAP-AT B LICK 1 chIBOpOTKe KpOBH IMAIMEHTA YCTa-
HoBJeH nuarHos; A-GFAP-A.

[IpoBeneHa mysabc-Tepamnusl METUINPEIHU30JIOHOM B CyMMap-
Hoii no3e 5000 Mr. B ¢cBSI3M ¢ peliaAMBUPYIOLIMM TeUEHHUEM 3a-
0ojIeBaHNS MHUIIMMPOBAaHA aHTH-B-KieTouHas Tepamust pu-
TykcuMabom — 2 BeaeHus mo 1000 Mr ¢ uHTepBasoM 2 Hepl.
Ha ¢oHe neueHnst otMeueHa IoI0XKTeIbHAs TMHAMUKA B BUIE
YMEHBIICHUSI COHJIMBOCTH, perpecca BbIPAXXEHHOCTH BECTUOY-
Jlo-aTakTuyeckoro cuHapoma. Ha3HaueH nmepopaibHblil MpUéM
METWINPEIHM30/I0Ha 16 MI/cyT — B TeueHue 1 Mec ¢ MOCTelneH-
HBIM CHIDKEHHMEM JI03BI IO MOJHON OTMEHBI. PeKoMeHmIOoBaHO
IMHAMITYECKOe HaOMoIeHIe HEBPOJIOTa 1 SHIOKPUHOJIOTA, TIPO-
JoJDKeHue Tepanuu putykcumadom 1000 Mr 2 pasa B rofi, BBINOJ-
HEHME TO3UTPOHHO-3MUCCHOHHON TOMOTrpadyM, COBMEIICH-
HOIi ¢ KOMIIBIOTEPHOI ToMorpacdueii, ¢ PTopae30KCUTITIOK030ii
JUIS1 UICKJTIOUEHNSI TTapaHEeOoTTaCTUYECKOTO reHe3a 3a00 e BaHuSL.

Oo0cyxenne

GFAP cran yeTBepTbIM IIMAJbHBIM ayTOAHTUIECHOM C MOJ-
TBEPXKIEHHON KIMHWMYECKON 3HAYMMOCTBIO, TPU OPYTHX —
AQP-4, MOG u SOX-1 [8]. ITockonbky GFAP sBnsiercs
BHYTPUKJICTOYHBIM (IIUTOILIA3MATUUCCKAM) aHTUTECHOM, IICH-
TpPaJbHBIM 3JIEMEHTOM UMMYHHOTO OTBETa, MO-BUIMMOMY, BbI-
crynatotT GFAP-cnennduyeckue uurorokcnueckue T-KIeTKH,
a GFAP-AT HenocpeICTBEHHO He TTATOTeHHBI, HO CITYXaT J1a-
rHoctyeckum o6rnomapkepom GFAP-ayroummyHurera [6, 9].

B kavectBe sTHONMOrMYecKMX (PaKTOPOB, OOYCIOBIMBAIOIIMX
passutue A-GFAP-A, paccMmaTpuBaloTcsi HOBOOOpa3oBaHMsI,
COCTOSIHUSI, COIIPOBOXKIAIOIIMECS HAPYIICHHUEM pETyJISILUN
dynkuuu T-knetok (B ToM yucie BUY, neyeHue uHruouro-
paMM KOHTPOJBHBIX TOYEK MMMYHHTETA), TIepeHeCEHHBIC MH-
dexuuu [5—7, 9, 10]. CBa3b Mexay uHbeximsamu u A-GFAP-A
10 KoHLA He scHa. OpHako y MHorux nauueHToB (30—40%)
HaOJI0AI0TCS CUMIITOMBI, YKa3bIBAIOIINE HAa CUCTEMHOE BOC-
najeHue (cyodedbpuabHast TMxopaaka, puHopesi, 60Jb B ropie,
Kalllelb), He Ooee 4eM 3a 1 Mec 0 MOSIBICHHS HapyIeHHI cO
croponbl LTHC [5—7, 11, 12]. Takxke coo01uanoch o caydasx
pasButug A-GFAP-A mocne mepeHec€HHBIX TepIeTHYeCKUX
nHbeKLuit (BUpYC MPOCTOro repreca, Bapuiesa-30CcTep BU-
pyc) [5, 11, 13]. ¥ mauueHra M. Toxe MMeJ MECTO TPUIIIO-
MOJ0OHBIN MPOAPOMAIbHBIM CUHIPOM, KPOME TOTO, JaHHbBIE
SMUAEMHUOJIOTMYECKOTO aHaMHe3a O Je0oTe CUMITOMATHK!
BO BpeMs TIyTellecTBUS B TamnaHm, HENABHO IEPCHECEHHBIM
COVID-19 He no3BOJSIOT UCKIIOUNTh MH(MEKLIMOHHYIO TIPU-
YMHY B KaueCTBEe TPUITEpa Pa3BUTHS 3a00JICBAHUS, HECMOTPS
Ha oTpuuaTeNbHble pe3yabTathl aHanu3a LICXK Ha mmpokwmii
CTEKTP UHGDEKIINI.

bonee yem y yetBepTu 60bHBIX A-GFAP-A 06HapyxuBatoTcs
MepeHecEHHbIE WM COMYTCTBYIOIINE HOBOOOPA30BaHMSI, OKO-
JIO TIOJIOBMHBI U3 KOTOPBIX COCTABISIOT TEPATOMBI SIMYHUKOB.
Kpowme Toro, coobianoch o aneHOKapiruHOMAaxX U KapIiHOMax
ouTH Beex opraHoB [5—7, 11, 14, 15]. B nmpeacraBieHHOM Kiu-
HUYECKOM HAOMIONCHUM DYTUHHBIA OHKOJOTMYECKUIA CKpU-
HUHT He OOHapyxXwui1 omyxoiau. Peumamsupymoliee TeyeHue
3a00J1€BaHUS U JaHHBIE O TOM, YTO OOJiee MOJTOBUHBI HOBOOO-
pazoBanuii mpu A-GFAP-A nuarHocTupyioTcs mpocieKTHBHO,
B TEUEHHUE 2 JIET MOCJIE MOSIBICHNUS] HEBPOJIOTUYECKON CUMIITO-
MaTuku |5, 6], HOIYEPKUBAIOT HEOOXOAMMOCTb COXPAHEHMUS
OHKOJIOTMYECKO HACTOPOKEHHOCTH Y HAILIeTo MalMeHTa.

AyToummyHHast GFAP-acTpoupTonaTis

Emé omamM monTBepXKIEHHWEM MMMYHOOIIOCPEIOBAHHOM
atuonorud A-GFAP-A MoxeT cinyXuTb BbICOKasi 4acTo-
Ta COIYTCTBYIOUIMX ayTOMMMYHHBIX 3a00NIeBaHUMIL: caxap-
Horo nuabera 2-ro Tuma (ecTh y mamueHTa M.), mcopuasa,
TUPEOUANTA, PEBMATOUAHOTO apTPUTA, MUACTEHUsS TPABUC,
SI3BEHHOTO KOJIMTAa, OYaroBOil ajomelMu, a Takxke cOoOIie-
HUS O CIyvasiX KO-3KCIPEeCCUM aHTMHEUPaTbHBIX/TIUATbHBIX
AT (Bkmoyas AT k NMDAR, GABA,R, AQP-4) y GosbHbIX
A-GFAP-A[6,7, 16, 17].

A-GFAP-A moxer BcTpeuathbes B J11000M Bo3pacte (coo0iia-
Jloch 0 mauueHTax ot 2 go 103 net), Ho vaie Bcero — y Jio-
neit cpeaHero Bodpacta, 44—50 neT. MyXUuHBI U XEHIIMHBI
3a00JIeBalOT ¢ OJMHAKOBOW YacTOTOM, HECMOTPS Ha Mpeod-
JafiaHie XEHIIUH Cpeay MapaHeoITACTUUeCKUX CITydaeB, CO-
npoBoxkaaroLMxcs Tepatomoit [5—7, 15, 18]. Kak mpasuro,
3a0071€BaHUE NEOIOTUPYET OCTPO WU TTOAOCTPO (MEHee 2 Mec).
CambIMM yacThIMM KinHMYeckumu ¢eHotunamu A-GFAP-A
ABJISAIOTCS. MEHUHTOdHIehatuT u sHuedamur (44—61%), 3a
KOTOpBIMU clieayeT (MeHuHro)sHuedantomueaut (11-32%),
3HAYUTEBHO pEXe BCTPEYAIOTCS M30JMPOBAHHBIE MUENUT
(2-11%) u menunrur (1-9%) [5—7]. Haubosee pacmpocrpa-
HEHHbIE KJIMHMYECKUE TPOSIBICHMS BKIIOYAIOT CITyTaHHOCTh
1 CHIDKEHHE YPOBHS CO3HAHUS, KOTHUTHBHBIC HapyIICHUS (B
MIePBYIO ouepenb AeHUIMT UCTIOMHUTEIbHBIX (PYHKIUEI U Kpa-
TKOCPOYHOM TaMSTH), NICHXUATPUUECKYI0, MEHUHTEATbHYIO,
BECTHOY/I0-aTaKTUIECKYIO, CTBOJIOBYIO CHMIITOMATHKY, BeTre-
TaTHBHYIO TUCHYHKIINIO, CHMIITOMBI MUEJIOIIATHH, TeTePOTeH-
HbIe 3puTeNbHble HapyimeHus [5—7, 11, 14, 19]. Heckombko
pexe BCTpeyaloTcsl IMUIENCHUsl, HapylleHue (QYyHKIUKM Ta30-
BBIX OPraHOB, MApKWHCOHM3M, IBUTATEIbHBIC PACCTPOMCTBA
(BKJTIOYAsT TPEMOP, MUOKJIOHYC, IUCTOHUIO, XOPEIo, TUMEPIK-
TUIEKCHIO), CUHIPOM TIOPAXEHUSI area postrema, BOBJIEYEHME
nepudepuueckoil HepBHOI cucteMbl [12, 20—24]. Hapsany c
«knmaccuyeckumu» mnposisieHussMu A-GFAP-A npencraBieH-
HBIN KIIMHUYECKAN CIyJail pruMedaTteeH pa3BUTHEM TPYOBIX
Ta30BbIX HAPYLIEHUii, KOTOPbIE MOTYT OBbITh OOBSICHEHBI pac-
MIPOCTPAHEHHBIM TIOPAXKEHNEM CITMHHOTO Mo3ra (BKJTI0Uast Ka-
yIaNbHblE OTAENbI), ¥ Ype3MEepPHOI JTHEBHON COHIMBOCTH, 00-
YCJIOBJICHHOI1, TO-BUIMMOMY, BOBJICUEHUEM B TIATOIOTUUECKHIA
MIpoLIeCcC TUIHIIE(PATBHBIX CTPYKTYD.

OOUIeKTMHNYCCKIE aHATM3Hl KPOBHM MalueHTa M. BBISIBUIN
TUMOHATPUEMUIO B e0I0Te 3a00neBaHus (MOCIEAYIONINE aHa-
JI3BI IEMOHCTPUPOBAIM HOPMAITbHBIN YPOBEHb HATPHUS). DTO
coracyeTcsl ¢ TaHHBIMU JTUTePaTyphbl O HATMYMM THUIIOHATPU-
emuu Oosee yeM y monoBuHbI manueHToB ¢ A-GFAP-A [17].
IMpuynna e€ passutusa npu A-GFAP-A ocraércs HescHOI.
BocnanurenbHble u3MeHeHMsT KiarHuyeckoro aHaiamuza LICK
XapakTepHbI TIpakTUuecku uisi Bcex 0obHbIX A-GFAP-A.
Kak mpasuno, HabmomaeTcs JeHKOUMTApHbBINA TICOLUTO3 (B
cpenHeM 60—225/MKiT), TpeaCcTaBIEHHbIA MPEUMYILECTBEHHO
TUMQOLUTAMH, a TaKXe MOHOLUUTAMHM ¥ HeWTpoduiamu, u
TIOBBITIICHNE YPOoBHA Oenka (B cpemnem 0,75—2,00 r/m) [5-7,
14]. IHaTpaTeKanbHbI CHHTE3 OJMUTOKIOHANbHOTO I1gG 0OHa-
PYXHUBAETCs, IO pa3HbIM JaHHBIM, Y 42—77% mauueHTos [6, 7,
14]. MpumeyarenbHo, uto Mopsiaka 15% ciyyaes A-GFAP-A
JIEMOHCTPUPYIOT CHIKeHUeE YpoBHS raoko3bl LICXK npu Hop-
MaJIbHOM TT0Ka3aTeJie ITI0K03bI B CHIBOPOTKE KPOBU. MeXaHu3M
BO3HMKHOBEHMS ¥ KIMHUYECKOE 3HAUCHUE 3TOTO (heHOMEHa He
SICHBI. [MTIOTTMKOpaxys B COUYETAHNU C CUMIITOMAMU MEHWH-
ruta, a Takke MPT-nanHbsiMu o HakoruieHu KB Mo3roBbiMu
obonoukamu y nauueHToB ¢ A-GFAP-A MoxeT npuBoauTh K
OLIMOOYHOMY TUAarHO3y MH(PEKIIMOHHOTO MCHUHTHUTA, TIPEXKIE
Bcero, Tyoepkys€sHoro [25, 26]. Y maumenra M. numdoru-
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TapHBIN TUICOIUTO3, TETICPIIPOTCMHAPXHMS ¥ MHTpATeKaTbHBIN
CHHTE3 OJIMTOKJIOHAIbHOTO IgG oTMeuannch Bo BceX aHaIM3ax
LICX, BHIITOTHEHHBIX B TeueHME 1,5 et HabmoneHns. CHIKe-
Hue ypoBHs raoko3bl HCXK nmeno Mecto B 1-i KIMHUYECKUIA
snuson 3aboseBanus (I[P LCXK He obHapyxuna JHK mu-
KobakTepuu TyOepKyné3a), MPUIEM MpK TOBTOPHOM aHAIU3E
yepe3 1 Mec ypoBeHb ItoK03bl B LIC2K ObL1 B peie1ax HOpMBbI.

Oobnapyxenue GFAP-AT xaxk B LICXK, Tak 1 B CbIBOPOTKE KPO-
BU MMeEET BaxXKHOe 3HaueHue 11d nruarHoctuku A-GFAP-A. On-
Hako 0OJIbIIEl YYBCTBUTENIBHOCTDBIO U CIIELIM(UYHOCThIO 00J1a-
naet GFAP-ceponosutuBHocTh LICZK, urparoias KioueByo
poub B moctaHoBke auarHo3za A-GFAP-A [1, 5—7]. GFAP-AT B
coiBopoTke KpoBH (B orcytcTBUe GFAP-AT B LICXK) MOryT KO-
9KCIPECCUPOBATECS U TIPU APYTHX MMMYHOOITOCPEIOBAHHBIX
3a0oneBanusax LIHC (ayroummyHHbie sHIeanutel, 3SCOHM,
paccesTHHBIN CKJIEpO3, OCTPBIA pacCesTHHBIA SHIe(haToMue-
JIUT), 3HAYEHUE 3TOro (heHOMEHa elle MPEACTOUT BBISICHUTD
[15, 17, 27]. Mockonbky GFAP sBasieTcss BHYTPUKJIETOUHBIM
LIUTO30JbHBIM OEJTKOM MPOMEXKYTOUHBIX (DUIAMEHTOB acTpo-
LIMTOB, MeTO/IbI 0OHapyXeHus ero AT orpaHuyeHsl. Mcnobay-
€MBIif HAMU METOJI KJIETOUHOM MPe3eHTAllN aHTUTEHA C TTOCTIe-
nytoleit uMMyHodbyopeciieHTHoi Busyanusauueit GFAP-AT
(peaxkiusl HeIPSIMOM MMMYHO(IIYOPECIIEHIINN) — OCHOBHOM
meton petekimu GFAP-AT [5—7]. B maHHOM KIMHHYECKOM
HabmoaeHu GFAP-AT ObL1M MOMOXUTETbHBIMU KaK B ChIBO-
poTke KpoBH, Tak U B LICXK, 4T0 B COBOKYITHOCTH ¢ KJIMHHUKO-
HepOBU3yaTN3allMOHHBIMA JTAHHBIMHI ITO3BOJIMIIO TUATHOCTH-
poBaTth y manneHTa A-GFAP-A.

MPT obHapyxuBaeT U3MEHEHUsI B TOJIOBHOM /WM CITAHHOM
Mo3re y 0oabiHcTBa 001bHBIX A-GFAP-A. Yaie Bcero Ha-
01I0MaI0TCST MHOKECTBEHHBIE OYary, JIOKaJTM30BaHHBIE B TIEPU-
BEHTPHUKYISIPHOM OEJIOM BEIeCTBE, HECKOJIBKO PeXe — B CTBO-
Jie TOJIOBHOTO MO3ra (B TOM YHMCJIe BO3MOXXHO BOBJICUCHUE ared
postrema), B 00acTy 0a3aIbHBIX TAHIJIMEB, B TIyOOKOM U TIOM-
KOPKOBOM 0€JIoOM BelllecTBe U CIIMHHOM Mo3sre. Kpome Toro,
BO3MOXHO MOpaKeHHUE MO3KEUKa U MO3TOBBIX 000J104€K [6, 7,
16]. T2/T2-FLAIR-runeprHTeHCUBHbIC U3MEHEHMUSI BELlIECTBA
TOJIOBHOTO MO3Ta MOTYT MMETh MHOTOOYAroBbIii, CIMBHOM Xa-
pakTep, a Takxe uMuTHpoBaTh MP-xapTuny neiikoguctpodun
WY IeMUETMHU3aIMU (0COOEHHO B ClTyyae HaTM4Us MHTpaMe-
JYJUIIPHBIX 04aroB M 04aroB, HakaruBaoiux KB) [6, 28, 29].
Tak, pesynbratel MPT manuenta M. B ne0ioTe 3aboneBaHus
OBLTM WHTEPIIPETUPOBAHBI KaK JEMHUCITUHU3UPYIOIIWA TPo-
1IecC B aKTMBHOM CTaliiH, YTO B COBOKYITHOCTH C BBHISIBICHHEM
3-To TMMa cWHTe3a OnUrokJIoHaibHOro IgG, McKIOUYeHnEM
He#pocapKomI03a U BUPYCHOM 3THUONOTUHU SHIe(AanTnTa IpH-
BeJIO K OIIMOOYHOI AMATHOCTHKE PACCESTHHOTO CKIIEepo3a.

WurpamenynnapHoe nopaxenue npu A-GFAP-A moxer J0-
KaJIM30BaThCs B JIIOOOM OTJiesie CITMHHOTO MO3Ta, B TOM YHCJIe
B KoHyce. bonee yuem B 80% ciiyyaeB OHO IPeICTaBIEHO MPO-
TOIBHBIM PACIPOCTPaHEHHBIM MMEJIUTOM (OXBaThIBaeT > 3
CMEXXHBIX [O3BOHOYHBIX CETMEHTOB), PACIIONOXEHHBIM IIpe-
MMYILECTBEHHO LIEHTpaJbHO, BKIIIOYAsl Cepoe BellecTBo [6, 7,
30]. AHaornyHoe MmopaxkeHue BellecTBa CIIMHHOIO MO3ra Ha
BCEM MPOTSKEHUU HAOIONANOCH U B ITPEICTaBICHHOM KIMHM-
YeCKOM CIyJae.

[Maronornyeckoe Hakorienue KB Ha T1+C BU nemoHcTpu-
pYIOT TpuMepHo n1Be TpeTH ciydaeB A-GFAP-A, mpuuém nHo-
rma — B orcyrctBue u3MeHeHuit Ha T2/T2-FLAIR BU. Ilpu
A-GFAP-A BcTpeuaeTcsl TOUeYHOE, HEOMHOPOITHOE, JIETITOME-
HUHTealbHOE, SMEHAUMAIbHOE MaTOJIOTMYECKOe KOHTPACTU-

poBaHME, HAKOIUICHME ITapaMarHeTHKa YepPeITHBIMU HEepBaMU
n oboraigHHbIMM GFAP o0iacTsaMu, mpuieraoumMy K LeH-
TPaJIbHOMY CIIMHHOMO3roBoMy KaHany [6, 7, 30, 31]. OgHako
HauOoJiee XapakTepHbIii U camblii yacTbiit (30—55% ciydyaes)
npu A-GFAP-A maTrepH KOHTpacTUpOBaHUSI — JIMHEWHHOE
MepUBacKyJIsipHOEe paauanbHoe HakorieHue KB B GemoM Be-
IIECTBE TOJIYIIAPUI TOJOBHOTO Mo3ra [6, 7, 14, 16]. JaHHbIIA
natTepH He matorHoMoHnueH a1 A-GFAP-A u takke Moxer
BCTpeYaThCs MPH TMM(DOMATOMIHOM TpaHyIeMaTo3e, MHTpaBa-
ckyJspHoit tumbome, Heiipocapkounose u Backyaute LIHC, B
TOM YHCJIe Y MalMeHTOB 6e3 LiepeOpantbHbIX MH(PAPKTOB ¢ Iua-
THO30M «aHTHOTpa(pITIeCKN HeTaTUBHBII TIEPBUYHBIIN BACKYJIUT
Mmanbix cocynoB LHTHC» [32—35]. DkcnepraMu BhICKa3bIBaeTCs
MPEeANOJIOXEeHE, YUTO HEKOTOPhIE U3 OMMCAHHBIX paHee Cyva-
€B «BACKYJINTa MaJIbIX cocynoB» apismch A-GFAP-A [6].

O6Hnapyxenue y mauueHta M. mpu MPT romoBHoro mosra
JIMHEIHOTO TepUBACKY/ISIPHOTO PaiMaTbHOTO HAKOIUICHHUS
KB na T1+C BU, otcyrctBue narosoruu npu 3D-TOF MP-
aHrrorpauu, a TakXe HATMINEe BOCTIATUTEIbHBIX M3MEHEHUI
B KanHM4YeckoM aHamuse LICXK u xopoluuit oTBeT Ha MyJbC-
TePanmio METHINPETHU30JI0HOM, TIO-BHANMOMY, TOCTYXIIN
OCHOBAHMEM 151 TOCTAHOBKHU JMarHo3a BacKyJuTa ¢ mopaxe-
HUEeM HeOOJIBIINX BeH TOJOBHOTO M CITMHHOTO Mo3ra. BaxkHo
OTMETUTB, 4T0 Y 00J1bHBIX A-GFAP-A ¢ n3HayaabHO HOpMab-
HeiMM pe3yasTaTamu MPT xapaktepHas maToorusi MOXeT
OBITH BBISIBJICHA ITPY UCCIICIOBAHUY B TMHAMMKE, TPUIEM MHO-
IJ1a Iaxe MocJie MpoBeeHUsI UMMYHHOI Tepanuu [25]. OnHako
B OOJIBIIMHCTBE CNTy4acB MATOJOTHMIECCKOe KOHTPACTHPOBAHUE
Ha T1+C BU wu, pexe, runepuHTeHCUBHbIE M3MEHEHUS Ha
T2/T2-FLAIR BU 4YacTMYHO MM TOJHOCTHIO pa3pelraloTcs
MOC/Ie UMMYHHOM Tepamuu, YTO HabMoaan0ch y maiueHTa M.

Nwmerommecst nanuble o neveHun u ucxonax A-GFAP-A oc-
HOBaHbl Ha HaOJIOJATESbHBIX W PETPOCIEKTUBHBIX MCCIe-
noBaHusx [5—7, 11, 14]. IIpoceKTUBHBIX KOHTPOIMPYEMBIX
UCCIIEIOBAHUI HE MPOBOAMIIOCH, B CBSI3M C YeM OOLIENPUHSI-
Thle TIPOTOKOJIBI Tepanuu He pa3paboTaHbl. JledeHue ocTporo
nepuona A-GFAP-A BKI0YaeT cTaHAZapTHBIE 1T MMMYHO-
OIMOCPEIOBAHHOTO HEBPOJOTUYECKOTO 3a00J€BaHUST OMLIUU:
BHYTPUBEHHAsT BBICOKOIO3HAS TEPATUST METUIITIPETHU30JI0HOM
(BBMII), BHyTpuBeHHas Tepanusi UMMYHOTJIO0YIMHOM YeJio-
Beka (BBUT') 1 BHICOKOOOBEMHBIN M1a3Madepes.

B GonpiHCTBE cltydaeB Ha (poHE MMMYHHOI Teparmuu OCTPO-
ro Tepuoia HabIromaeTcs 3aMETHOe KIMHMYECKOe YIydie-
Hue. Metaananu3 J. Xiao ¥ coaBT., BKIOUUBILUI 324 60JIbHBIX
A-GFAP-A, mnoka3an, 4TO TMalMEHTHI, TOJYYaBIINE TOJIHKO
BBMII, BBMII B coyeranuu ¢ BBUI 1 TonbKO BBICOKOOOB-
€MHBII TTa3mMadepes, IeMOHCTPUPOBAIH IIPMMEPHO OTMHAKO-
Bl 0TBET Ha JieyeHue (p = 0,769) [14], uTo MO3BONSAET KIMHU-
LICTaM BEIOMPATH JIFOOYIO U3 CXeM Tepalii B 3aBUCUMOCTH OT
TSDKECTU KIIMHUYECKOM CUMIITOMATHKY, COITYTCTBYIOIINX 3200-
JIEBaHMIA ¥ S5KOHOMHUYECKOTO ITOJIOKEHUS MAlMeHTA.

B cnyyae moHodasHoro teuenus A-GFAP-A ummyHHOI Te-
pammmy OCTPOTO TIEpUOIa MOXET OBITh HOCTaTOUHO. OTHAKO Y
20—50% nanyeHToB HabII0AeTCs PELMANBHUPYIOLIee TeUeHIE
3a00seBaHus, TpeOyoliee MIUTENbHON HMMMYHOCYIIPECCUU
[5—7, 11, 36]. 3ayacTyio pelMaANBB BO3HUKAIOT HA (POHE CHU-
JKEHMST 103bl TIEPOPATbHBIX CTEPOMIOB, 00BIYHO Ha3HAYAEMbIX
KOPOTKMM KYPCOM TIOCTIE «OCTpOif» MMMYHHOI Tepamuu. [[Ba
peuuaMBa, pa3BUBLIKMECs y MalreHTa M., mo-BUIMMOMY, TaK-
Ke 0OBSICHSIIOTCS. HECBOEBPEMEHHO PAHHUM CHIXXKEHUEM J03bI
NpeaHu300Ha. B KauecTBe Tepamuy peluauBUPYIOLINX MU
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pedpakrepHbix cnydaeB A-GFAP-A pekomeHayeTcst Ha3Have-
HUe MMKo(deHosaTa ModeTuaa, a3aTUONPUHA, PUTYKCMMaba
nin uukiaopocdamuaa, XoTs Mo pesyibraTaM 00beAMHEHHO-
r0 aHaau3a a3aTUOMNPUH IOKa3al MEHbILIYI0 3(PQPEKTUBHOCTD
JUIS1 TPEeAOTBPALlEH ST PELIMAMBOB B CPABHEHUU C OCTAIbHBIMU
onuusamu [14].

B mpencraBieHHOM KIMHMYECKOM HAOMIOIEHUH BEIOOP MMEH-
HO pUTyKcHMaba B KauecTBe JOJTOCPOYHON MMMYHHOII Tepa-
UK OBLT 00YCIIOBJICH OBICTPOTON Hayajga DEHCTBMS IIperapa-
Ta. DTO MO3BOJIUIO, BO-TIEPBbIX, UCIOIb30BATh PUTYKCUMAO U
B KavecTBe JieueHusi octporo nepuoga A-GFAP-A (6o/bHoi
OBLT TOCTIMTANU3UPOBAH K HAM BO BPeMsI TPEThETo 000CTpe-
HUSI CUMIITOMATHKH). BO-BTOPBIX — OTKa3aThCH OT JUTUTEITh-
HOTO MpHEMa MEPOPabHOTO MPEAHU30I0HA, HEOOXOOMMOTO
B C/lyyae Ha3HaueHMs LukiIodpochamuaa, MukoheHoIaTa Mo-
(beTmna MM a3aTHOIPHHA, YTO OCOOCHHO aKTYaJbHO B CBSI3H
C COMYTCTBYIOLIMM caxapHbIM IuabeToM. Jlpyroit mpuunHoit
PEIMANBUPYIOIIETO TeYeHUsT 3a00JeBaHUS MOXET OBITh €ro
TapaHeoIIacTUIeCKas STUOJIOTHS, ISl MCKITIOUCHMST KOTOPOid
manueHTy M. OBII0 peKOMEHIOBAHO BHITIOMHEHUE TIO3UTPOH-
HO-3MICCHOHHOI ToMOrpauu, COBMEIIEHHOM ¢ KOMITbIOTEP-
HOI1 ToMorpacdueii, ¢ hTOpAE30KCUTTIOKO30i.

[Tpu cBOeBpeMEHHOM M alAeKBATHOM JIEYEHUM TMPOTHO3 IS
6onbmrHCTBa O0MbHBIX A-GFAP-A xopommmuii. CpenHuii 6asit
Mo Moau(UIMPOBaHHON 1iKane PaHKMHA, 3aperucTpupoBaH-
HBII Toce JuTenbHoro (MeamaHa — 20 Mec) HaOIoaeHus
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