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AnHoTanusg
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Abstract

Neuromyelitis optica spectrum disorders are a group of autoimmune demyelinating diseases of the central nervous system char-
acterized by severe exacerbations with development of residual neurological deficit. Anti-aquaporin-4 antibody is one of key factor
in diagnosing, differentiating, and prescribing pathogenetic therapy. The paper discusses tests and methods of detecting anti-aqua-
porin-4 antibodies.
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Bsenenue

3abonesanus crextpa ontukoHespomuenuta (3COHM) —
TpyIINa TSOKEMbIX ayTOMMMYHHBIX [eMUeTMHU3UPYIOIMX 3a-

oneBaHuit LieHTpanbHOi HepBHO# cucteMsl (LUIHC), B ocHoBe
OOJIBIIMHCTBA KOTOPBIX JIEKUT €MHBIA MEXaHH3M — KOM-
I/IeMeHT-3aBUCHMasl  acTPOLUTONATHS, MHAYLUPOBaHHAs
npoayKuyeil aHtuTen k aksanopuny-4 (AQP4-IgG) [1]. [an-
HbI/l TEPMHUH paclIMpseT [UIUTeNbHO UCMO/b3YIoWuiica aua-
THO3 «ONTUKOHeBpoMueuT» (Oonesub [lesrika), T. k. 3COHM
MOryT GbITh YCTAHOBJIEHBI HA PAHHKUX CTAJUAX 3a00/eBaHus,
YTO 03BOJISET CBOEBPEMEHHO HauyaTb MaTOreHeTHYecKYyIo
Teparwuio, HarpaBJIeHHYIO Ha MpeayNpeXx/ieHre 000CTpeHH i,
TIOCKOJIBKY OHM BHOCAT CYILIECTBEHHBIN BKJIaZ B (GOpMUpO-
BaHMe CTOMKON MHBanupusauuu mauuedrta [2]. HeoOxomu-
Mo TpoBoguTh AuddepeHumanshylo auarsoctuky 3COHM
C ZPyrMM{ MMMYHOONOCPeZi0BaHHbIMU nopaxeHusamu LIHC,
B NEPBYI0 ouepe/ib ¢ paccessHHbIM ckiepo3oM (PC), mockorb-
Ky MHOTMe mpenaparsl, u3MeHswuue tedyeHue PC, moryt
npoBoLwpoBath Tsukénsie obocrperrst SCOHM [3-8]. B 2015 .
chopmynupoBansl auarHoctideckue kputepun 3COHM, co-
I7IaCHO KOTOPLIM K/IIOUeBbIM acleKTOM, BUAILIMM Ha ycTa-

HOBJIEHHE [IMarHo3a, Hapsay C KJIMHUKO-Pajros0ri4ecKoi
KapTuHOH, sBnsetcs onpezenenue AQP4-IgG metozom, wc-
TO/Ib3YIOLIMM KJIETOUHYIO MIpe3eHTaLuIo0 auTurexa [9].

B Poccun 3aperucrpupoBaHpl 3 mperaparta, NMpeayrnpex-
nawomue obocrpenra 3COHM: carpanusyma0, skynusymat
1 paBynusymad; ux 3GPeKTUBHOCTb NPOJAEMOHCTPUPOBAHA
B OTHOLIEHWM CEpONO3UTHBHBIX (OPM, MPU KOTOPBIX BbI-
asnenbl AQP4-IgG [10-12]. Takum oGpasom, ornpezieneHue
AQP4-1gG gBngerca OoCHOBONONAralOLIMM HCCTIE[J0BAHKEM,
HeoOXOAUMBIM Kak 1S mocTaHoBku guarHoza 3COHM, rak
M JUIA Ha3HaueHus NaToreHetuyeckoro neyeHus. OpHako
€CTb P/l C/I0XKHOCTEH, CBSI3aHHBIX C BBINOJHEHWEM [aHHO-
ro HCC/Ie/JOBaHUS: OrpaHuueHHas JocTynHocTb B Poccun
naboparoprbix Habopos s ompenenerus AQP4-IgG [13],
B/IMSIHYE Tepanmuy Ha pe3ynbTaT McclefoBaHud [14], a Tak-
e NpUMeHeHue APYTUX MEeTOJ0B, He MCIOJIb3YIOLIUX Kile-
TOYHYIO Npe3eHTalMI0 aHTureHa, Hanpumep, ELISA [15]. Ta-
KUM 00pasoM, HeOOXOAMMO KOHKDPETH3UPOBATh MOKA3aHKS
A7 IepBUYHOTO U NMOBTOPHOro TectuposaHuda Ha AQP4-IgG
y maupeHToB ¢ nopaxenueM [IHC u BbipaboTath anroputm
nabopatopHoit quarHoctukud 3COHM. ABTopamu MpoBeieHbl
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aHamm3 1 00CyX/eHre HayuHbIX MyOIMKaLKi, Kacalowyxes
naboparoproit nuarHoctuk 3COHM, B yacTHoCTH, onperie-
nexnst AQP4-IgG, Ha ocHoBanuM 4ero copmMy/IMpOBAHLI pe-
KOMeH/IaLMH T10 TIepBUYHOMY ¥ IOBTOPHOMY TeCTHPOBAHMIO
nanuentoB Ha AQP4-IgG.

Meropp! onpesieneHus ayTOAHTUTET

BaskHeHIMM KOMITOHEHTOM BCeX METO/I0B BbISIBJIEHUS ayTo-
aHTUTeN SIB/SeTCS WCTOYHWK aHTureHa. [ ompeneneHus
AHTUHENPOHAa/MbHBIX AHTUTEN IIMPOKO MCMOJb3YIOTCs ITpH-
POZIHbIE AHTUreHbl HEPBHON TKaHW /1abOPaTOPHBIX KUBOT-
Hbix. TkaHeBble Cpe3bl WCIOJB3YIOTCS B KAYeCcTBE TaK Ha-
3bIBAEMbIX «TKAHEBBIX CYOCTPATOB», CBA3BIBAHKME AHTHTEN
C KOTOPbIMU OILIEHUBAETCsS B METO/]aX HENpsSMOil MMMYHO-
dbmoopecueHIMY WM TP UIMMYHOTMCTOXMMHYECKOM BbI-
ABJICHAM ayTOAHTUTEN. TaKWMU TKaHeBbIMM CyOcTparamu
B Hel[pOMMMYHOJIOTHH TPafULHOHHO SBJISIOTCS KPUOCPE3b
TKaHU MO3’KEUKa, TUIIOKaMIIa, 3PUTEIbHOTO HEPBA, a TaKKe
HEpBHbIE CIUIETEHHs [1a/IKOMBIIIEYHbIX OPraHoB 1aboparop-
HBIX JKMBOTHBIX: I'PbI3YHOB WK TpMaToB (Makak). [lockonbky
B TKaHU MPUCYTCTBYET MHOKECTBO AaHTUT'€HOB, HECOMHEHHBIM
MPEUMYIIECTBOM TaKOTO TO/X0fia SAB/SETCS BO3MOMKHOCTD
MHOKECTBEHHOTO BBISIB/IEHUSI Pa3/MYHBIX ayTOAHTUTEN 3a
CuéT ompesieieHns pasHOOOPasHbIX «TUIOB OKpAIIMBAHUS
tkanu [16]. OnHako a7s TOYHON MAeHTU(UKALWK BbIABIsie-
MbIX aHTHTE/ HEOOXOMMBI YTOUHSIOIINE TECThI, B KOTOPBIX
ayToaHTUreH M3BECTEH 3apaHee, KpOMe TOro, ciabas TKaHe-
Bad 9Kcrpeccys OOMbIIMHCTBA OENKOB MPUBOAWUT K HU3KOM
YYBCTBUTEIbHOCTH TaKoro nozxoza [17]. C momorpio faHHo-
r0 TKaHEeBOTO MeToza B naboparopuax KIMHuK Mayo Obuin
Briepsbie 06HapyskeHbl AQP4-1gG. [lng atoro 6buia MCmosb-
30BaHa HempsMas MMMYHOGIIOOpecleHIMs Ha Kprocpes3ax
MO3KeUKa, JKeJy/IKa U MOYKU IPbI3YHOB, KOTOpas Obuia Moj-
TBepsk/ieHa UMMyHonpeLunuranyei [18, 19].

[lpy onumcaHnu criekTpa ayTOAHTUTEN B CbIBOPOTKE B Kade-
CTBE YTOYHSIOUIUX METOJ0B OOBIYHO BBICTYMAIOT METO/BI
TBEpA0PazHOro UMMyHO(DEPMEHTHOTO aHanu3a Wid UMMY-
HOOJIOTTHHT, B KOTOPBIX WCIO/b3YIOTCA OENKOBBIE MOJIEKY-
7bl, GOMbIIAA YAaCTh KOTOPBIX CHHTE3UPOBAHA C MOMOLIbIO
METOZIOB TeHHO WHXeHepyud. B kauectBe TBEpHON (asbl
BBICTYIIAET TOMMCTUPOIbHBIN TUIACTHK TUIAHIIETOB 7S MM-
MYHO(QEpPMEHTHOTO aHa/lu3a Wi pasiuyuHble BapUaHThl HU-
TpoLe/UTIono3Hbx MemOpaH [20]. Takue MeTozbl MOAXOIAT
I/l BBIABIEHWS IIMPOKOTO CIEKTpa aHTHHEHPOHaNbHBIX
aHTHUTeJ], HalpaB/eHHbIX MPOTHB CTPYKTYPHBIX OEJKOB, JI0-
KaJIM3YIOLKXCA B /pe U LUTOIUIa3Me HeMpPOHOB (HarpuMmep,
Hu, Ri, Yo-1 u np.), kxpome Toro, TBEpAOdasHbe UMMyHODEp-
MEHTHbIE METOZIbl TPaAHLMOHHO MPUMEHSIOTCS IS BbIAB-
JIeHUs aHTUTeN K FaHIMIMO3U/iaM MU JIPYTUM KOMIIOHEHTaM
muenuna (aHtu-MAG).

AHTHTeHHbIE SMUTOIbI OONMBIIMHCTBA OEKOB HEPBHOM TKa-
HH, KOTOpble 3KCIPECCUPYIOTCS Ha KIETOYHOH MeMOpaHe,
VIMEIOT CTI0KHYI0 KOHDOPMALHIO, ONPe/IeNSIeMYO JIMIHHBIM
bucmoeM, KOTOpas PH BbIe/NeHHH O€TKOB 13 KIETKH Heob-
paTUMO pa3pyLIAeTCst Y TOTITKE UX AAre3HK Ha TBEPAYIO
casy. [l peLueHus 310l PoGIIeMbI IPUXOAMIOCH KCTIONB30-
BaTh C/IOXKHBIE MeTOAMYecKye Moaxozpl Tak, fosroe Bpems
A1 onpenesieHus aHTUTeNl K alleTUIX0JIMHOBOMY PELEITO-
PY HCIIO/b30BAC O-OYHIapOTOKCHH, MEYEHHBIH H30TOMHOR

METKOM, 4YTO MO3BOJS/IO MPOBOJAUTb PEaKLMI0 BbISBIEHUS
ayroanTuren B pactBope. OHAKO OrpaHUYeHHbIit Habop Bbl-
cokoaGUHHBIX aHTArOHKUCTOB PELENTOPOB MPEMATCTBOBAN
M3YUEHWI0 ayTOAHTUTEJ], HAMPAB/JIeHHbIX Ha TPaHCMeMOpaH-
Hble KaHa/bl U peLlelITOpHbIi annapaT HepBHOW TKaHW. Emé
O/JHUM BapHMaHTOM METOZI0B C HCIO/b30BaHMEM MEUEeHHBIX
peKOMOUHATHBIX OENKOB ABJIAIUCH BIIOOPECLIEHTHAS UMMY-
HOTIPELMIUTALMSA WK PagMOMMMYHONpeUnUTanys, obe-
crieyrBaroLlMe B3aUMOZIeCTBYE aHTUTe]l M aHTUIeHa B pacT-
BOPE, O/JHAKO TIPU IeTeKL{UM aHTUHEePOHAaTbHbIX aHTUTEN UX
YYBCTBUTENbHOCTb HU3Kas [21].

Metonpl ¢ KJIETOYHOHM 3KCTpeccuell aHTWUreHa WM TeCThI
Ha TreHeTHYEeCKU-MOMUPUIMPOBAHHBIX KJIETKaX OCHOBAHbI
Ha TpaHCHEKINY 3YKapUOTHYECKUX KIIETOUHBIX JIMHUI (Yate
BCero JiMHuK aMOproHanbHoi noukn HEK293) nnasmumamy,
cozieprKalMy TI0C/IeI0BaTEeNIbHOCTb HYK/IEOTHIOB, KOAUPYIO-
KX 1eseBoit Genok. [Ipy KCIpeccyyt 3HaUMTe/bHbIE KOJIH-
yecTBa Oeska 1100 HAKaI/IMBAIOTCA B LUTOM/A3Me KJIEeTKY,
b0 SKCTIOHUPYIOTCS HA KJIETOYHBIX MeMOpaHax [22].

BbiZIeNII0T TPAH3UTOPHYI0 ¥ CTaOW/IbHYI TpaHCHEKLHIO.
[IpenMy1niecTBOM TPaH3UTOPHON TpaHCPEKLNHU ABAETCS OT-
HOCHTeJIbHAs OBICTPOTA U MPOCTOTA METOZA, HO CTabU/IbHAS
TpaHcdekiya obecreunBaeT OOMBIIYI0O UYBCTBUTEIBHOCTD.
Jinst meTeKumu CBA3bIBAHNS ayTOAHTUTEN U OeJIKa MCTIONb3Y-
IOTCS TIPOTOYHAS LIUTOMETPHUS, KOHPOKAIbHAS MUKPOCKOIHS
WM METOZ, HenpsMO# MMMYHO(III00pECLIEHLMY, B Ka4eCTBe
OTpPHLIATE/IbHOr0 KOHTPOJIS CTyKaT HeTpaHchelnpoBaHHbIE
knerku [23]. [lpu aTOM HekoTOpble KOMMepueckue cybcTpa-
ThI COZEpIKaT 3apaHee ONTHMU3MPOBAHHYIO CMECh TpaHcde-
LMPOBAaHHBIX U HeTpaHC(eLMpOBAHHBIX KJIETOK OAHOH Ju-
HWM, YTO 00JIEryaeT BU3Ya/bHbIN YUET Pe3y/bTaTOB PeaKLIvH.

[lporounas uuTomMeTpus 1 KoH($OKaIbHAsS MUKPOCKOIIKS T10-
3BOJISIOT @HAJM3KUPOBATD SKUBbIE KJIETKH 1, 10 MHEHHIO PsAa
ABTOPOB, ABJIAIOTCS HAWUOOJIEe UYBCTBUTE/IbHBIME MeTO/a-
MU JIeTeKLMM aHTHHelpOHasbHbIX aHTHUTeJ, HarpaBleHHbIX
K MemOpaHHbIM aHTwreHam [24]. OrpaHUuYeHHEM WX KiH-
HUYECKOTO KCIO/Mb30BaHMsI SIBJIAETCS HEOOXOAMMOCTD TOf-
fepsKaHus B 1a00paToOpHK KJIETOYHBIX JIMHUI U CIIOKHOCTD
CTaHZApTHU3ALMH.

Bonpiioe pacnpocTpaHeHHe TOMYYW METOZ HENpsMOH
MUMMYHO]JIFOOPECLIEHIIMM C HUCII0Ib30BaHNEM (GUKCUPOBaH-
HBIX aTe3VOHHBIX KJIETOUHBIX JMHWE, MeTof (UKcauuu
KOTOPBIX 3aBUCHT OT KJIETOYHOH JoKanm3auuu Oenka. [lpu
MeMOpaHHO# JIOKa/M3aluu LieJieBoro Oenka MCIo/b3yITCs
crieLiyiasibHble (DUKCATOPbI, HAPUMEP TyTapaibIerns, napa-
dopmanbaerus wu GopManuH, a Mpy LUTOMIa3MaTHICKON
JIOKaNM3aLuuy — JIOTIONHUTENbHAsA (UKCAUMs Ui yBenuye-
HUS TIPOHUL[AEMOCTH MeMOpaH KJeToK. [10CKOJIbKY K/IeTou-
nast miHns HEK293 sBngercs nuuveit aMbprioHabHO# m04-
K¥, B HOpMe CHHTE3UPYIOIIEero akBarnoprHbl, TO IKCIPeCcCUs
benka AQP4 u ero MpOLECCHHT MPUBOIAT K MOSABIEHHIO
AQP4 Ha knetouHoit mem6Gpase [25].

Bo3MOKHOCTD TIpYMeHEeHHsI TOTOBBIX IIpernaparoB (UKcH-
POBaHHBIX KJIETOK 00ecrednBaeT MexJabopaTopHyi0 CTaH-
[APTH3aLMI0  KJIETOYHOro cybeTpata METOHO0B  JeTeKLMH
ayTOAHTHTEJ, UTO C/IEJIAN0 UX JOCTYITHBIMH /1St OOMBIINHCTBA
KIMHAYeCKUX naboparopuil. PesynbTar BbisSBNEHHsS aHTHTEN
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Puc. 1. TlonoxurenbHbIi pe3ynbTaT MCCIE0BAHMA HAa aHTUTeNa
Kk AQP4.

Peakiis HempsAMOit IMMYHO(ITYOpPECIIEHIY C KJIETOYHOM Npe3eH-
tauueit auturena, Tutp 1 : 1000, MHTEHCHBHOCTb CBeUeHUS +++.

Fig. 1. Positive test result for anti-AQP4 antibodies. Indirect immu-
nofluorescence with antigen cell presentation, 1 : 1000 titer, fluores-
cence intensity +++.

Ha (QUKCHPOBAHHBIX KJIETKAX BbIAAETCA B BHZie KOHEUHOTO TH-
Tpa, 06paTHO MPOMOPIMOHATIBHOIO MOCTEIHEMY Pa3BeIEHUI0
CBIBOPOTKH KPOBH, KOTOpOE 00ECreyrBaeT MOOKUTE bHbIN
curHan (puc. 1). Ilpy UCHo/Mb30BaHMM NPOTOYHOH LMTOME-
TPUM ¥ KOH(DOKATBHON MUKPOCKOMMM MOXET ObiTb KoJuue-
CTBEHHO OL|eHeHa MHTEHCHBHOCTb (IyOpecLieHTHOTO CUrHaa.
3a cuér cBoeil BBICOKOW UyBCTBUTENBbHOCTH METOfbl C KIle-
TOYHO} 3KCIIpeccyeil aHTUreHa CTalu 30710TbIM CTAHAAPTOM,
TIPU3HAHHBIM U BBISIBTIEHHs MHOTHX Pa3HOBHZIHOCTEH aHTH-
HelfpoHasbHbIX anTuTes, Brmoyas AQP4-IgG v antuTena k Mu-
eNvH-oMrofieHapoLutapHoMy rvkonpotenHy (MOG-IgG) [9].

AxBanopus-4 Kak MULIEHb ayTOAHTHTEN

AQP4 npuHAAJIEKUT K CEMEHCTBY TpaHCMeMOpaHHBIX BO-
JHBIX KQHAJIOB, HACUMTbIBAIOLIMX 13 pa3HOBU/IHOCTEH, COCTO-
UT U3 6 anbda-crypanbHEIX JOMEHOB, TPOHU3bIBAIOIMX KIIe-
TOYHYI0 MeMOpaHy, BHYTPU KOTOPBIX PAaCIO/OKEH BOIHbIH
KaHal B opraHusme skcmpeccupyotes e ¢opmbl AQP4:
6onee paHas AQP4-M1 u 6ornee kopotkas AQP4-M23, nipu-
yéM TOC/IeIHsAS UMeeT CBOHCTBO 00pa3oBbIBaTh B MeMOpaHe
OPTOrOHaJIbHbIE MACCHBbI YacTHL, o0ecredyrBaromye 0omb-
wyto adpdunHocte AQP4-IgG, uto nenaer M23-uzodopmy
TIpeAounTaeMoil MutleHplo0 ayroanturen [21]. B nenTpains-
HOU HepBHOU cucteme Genok AQP4 B BUE OPTOrOHAIBHBIX
K/1acTepoB 00HApY)XMBAeTCs MPEMMYLIECTBEHHO HA acTpo-
LUTaX BOKPYI MEJKMX COCYZOB MO3ra, KOTOpbIE SBJISAIOTCS
OCHOBHO¥ MHUILIeHbI0 UMMYHHOTO oTBeTa npu 3COHM.

YepenHéHHas  uyBCTBUTENbHOCTb  BbisiBleHus AQP4-IgG
C TMOMOLIbI0 METOZI0B C K/IETOUYHOH 3KCIpeccrell aHTHUreHa

Na6opatopHas anardocTika 3COHM

10 MHOTOLIEHTPOBBIM HKCCJIeJOBAaHUAM cocTaBnisger 76,7%
[21], npu 3TOM psAf aBTOPUTETHbIX UCCef0BaTeNell yKasbl-
BalOT Ha BBICOKYIO UyBCTBUTE/IbHOCTh BHYTPHIab0PaTOPHBIX
METOJIOB C HCIIONIb30BAaHUEM JKMBBIX TpaHCHeLHUpOBaHHBIX
KJIETOK METO/ZIaMH TIPOTOYHOMN LIUTOMETPUH UM KOH(OKab-
HOIl MMKDOCKONMM N0 CPaBHEHMIO C KOMMepYecKUMH Ha-
bopamu [26]. D10 OKkasbiBaeTca 0COOEHHO LIEHHBIM JUIS Pe-
IIeHKUs BOTIPOCA O MOTPAHMYHBIX COMHHTENbHBIX 00pasiax,
TP KOTOPBIX HecreLupuueckoe MeMOPaHHOE OKpaIlMBaHHe
MOXXET 3aTpPyAHUTDH BbIAB/IEHHE CrelU(UUecKol peaKLyu.
Tak, HeKoTOpble abopatopud, B TOM 4Yucie 1abopaTopus
K/IMHUKU Mayo, UCIO/Ib3YI0T NPOTOUHYI0 LIUTOMETPHUIO C KU-
BBIMU TPaHC(ELMPOBAHHBIMU KJIETKAMHK, 4TO 00ecrieuynBaet
80% uyscreurenbHocTs mpu 100% criermduuHocTH 06CITE-
nosauus [27]. B To ke Bpems mpobneMoli sBigeTca 3Ha-
yyTe/bHAs Bapualysl B KauecTBe TpaHCQeKUMM NpH Ipo-
BE[IEHWM BHYTPWIA0OPATOPHBIX METOJI0B TECTHUPOBAHMSL.
C zpyroit cTopoHsl, ¢puKcauys TpaHcPeLpOBaHHBIX KIETOK
Ha MeMOpaHax MpensTCTBYeT HecreludUIecKiM peakLysM,
00YC/IOBNIEHHBIM JIPYTMMH YaCTO BCTPEYAMIIUMKCA ayTo-
aHTUTeNaMH, TaKUMU Kak aHTHUTeNa K MUTOXOHJPUAM WK
AHTHMHYK/IeapHbi (axtop. YacToTa JI0KHOIMOIOKUTENBHBIX
pesynbraToB BbiABneHusa AQP4-IgG y nanuenTos ¢ knaccuye-
ckuM PC npy ucronb3oBaHuy KIETOYHOM 9KCIIpeccuy ayToaH-
turena coctasiset Beero 0,1% [28], uto nenaer AQP4-1gG uc-
K/TI0UTeNnbHO crienrduyunbiM mokasarenem npu 3CHOM. [1pu
9TOM JIeTeKLKs ayTOAHTHUTEN METOZOM UMMYHO(EPMEHTHOTO
aHanM3a ¢ PeKOMOMHAHTHBIM AHTUTEHOM 0071a/iaeT HU3KOH
YYBCTBUTE/BHOCTBIO (63-64%) 1 CpaBHUTENbHO BBICOKOHM ya-
CTOTOM JIOKHOMONOKUTENMbHBbIX peakuuit (0,5-1,3%) [21].

B oTimune oT MHOrMX Jpyrux aHTHHeHpOHAJbHBIX aHTU-
Ten mnpeumyulectBeHHbll cuHTe3 AQP4-IgG mpoucxoauT
CUCTEMHO, MCC/IE[0BAHKA OOMbIIMX KOJUIEKLUH MapHbIX 00-
pasLoB CbIBOPOTKU KPOBU U JIMKBOPA JIeMOHCTPUPYIOT, 4TO
BO BCeX C/Tyuasx ayTOaHTHUTe/a B KDOBH BbIABJIAITCA Yalle,
a TuTpbl — Bbile [29]. OnucaHo acMITOMHOE HOCHTENb-
ctBo AQP4-IgG [30], npu aTOM y YacTH cepoHeraTUBHbIX Na-
LIMeHTOB BO3MOKHA CEPOKOHBEPCHs yKe MPU YCTAHOBJIEH-
HOM jiuarHose [31], a npu ycrelrHoi IMMYHOCYTIPeCCUBHON
Tepamnuy y f0J1 NalKUeHTOB 0TMevaeTcsl cepopeBepcus 3a-
bonesanusa [14].

Knunnueckue penorunsl, Tpedyiomyue necneqoBanus
AHTUTE K aKBaNopuHy-4

K xnaccuueckum denorinam 3COHM ortHocaT 6 xauHnye-
CKUX MpOsBeHNi: HanboJee 4acTo BCTPEYaloTCs OINTHYe-
ckuii HeBpuT (OH), OCTpBIIl MHENMUT, CHH/POM MOPAXEHHUS
30HBI area postrema (LEHTP XeMOpery/suuyu B o6mactu Ha
IV xenynmouka), KOTOpbI XapakTepusyeTcss HeyKpOTHMOH
TOIIHOTOH, PBOTON M MKOTOM; pexe — ocTpoe MopaxkeHue
CTBOJIA FOIOBHOTO MO3Ta, OCTPbIH AU3HIepanbHbli CUHAPOM
(c cMMNTOMATHYeCcKOl HapKOJercuell W/Wiv 9HJOKPUHHBI-
MU HapyIIEHUAMK) U TOpaKeHne Gonblunx nosymapuii. [lo-
C/Ie[iHUe /iBa TIPOSB/IEHHs 00513aTesbHO TPEOYIOT Hamuuus
CAMITOMHBIX 0YaroB MO JAaHHbIM MAarHUTHO-pe30HAaHCHOH
tomorpaduu (MPT) [9].

CorziacHO /JaHHBIM HAyYHOM JIMTEpaTypel BCeM MalleHTaM
¢ nozospenreM Ha 3COHM pekomenpyeTcs NpoBeZeHMe
aHanM3a CbIBOPOTKU KpoBu Ha Hamuuue AQP4-1gG [9, 32].
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B nonsTtue «mopmospenrie Ha 3COHM» pasnele aBTOpHI 3a-
KJIaZIBIBAIOT PA3/UYHBINA CMbICH, U TOYHBIE MTOKA3aHUS K BbI-
TIOJIHEHUIO UCCTIEf{0BAHMSA, KOTOPbIE ObIIM Obl aGCOMIOTHO II0-
HATHDBI NPaKTUKYIOLEMY Bpauy, He omnpezeneHbl. [lepBbiMu
TIPe/VIOKEHHBIMU PEKOMEH/IALIMAMY K BBIMOJTHEHUIO TECTH-
poBaHua ObUI MIPOZIOJIBHO PACIIPOCTPAHEHHBIN MOMEPeYHbIi
mvuenut ([TPTIM); upuomatidecKuii OCTPBIA MOMEPEYHbIH
muemut ([IM) ¢ atunvaaemvu st PC uepramy; Tsokénbiit OH
C TUIOXMM BOCCTAHOBJIEHMEM, OIHOBPEMEHHO OuaTeparib-
Hpiii OH, npoTs:xéHHOe nopaykeHre 3pUTEeIbHOT0 HepBa WK
BOBJ/leueHue xuasmbl 1o faHHbiM MPT; Heykpotumast (c Tpy-
[I0M Kymypyemasi) TOLTHOTa, PBOTa WM UKOTA B OTCYTCTBHE
TIaTOJIOTMM JKEJTYZI0UHO-KUIIIEYHOr0 TPaKTa; MopakeHHe J0p-
CcasIbHBIX OT/eJI0B Mpozjoarosatoro Mosra Ha MPT; knuHuue-
CKY 3HauMMble NW3HIEedanbHble HApylleHUus (TUMepcoMHHuS,
HapKOJIeNCHsl, SHAOKPUHHbIE HApYLIEHWs, CBOWCTBEHHbIE
TUTOTANaMO-TUIOU3apHON  UCHYHKLMK); KPUIITOreHHas
neliKo3HIedanonaTys, a TakKe HaJU4Ue MPeANonaraeMoro
PC ¢ HeoODbACHMUMbBIMK TSKENBIMA 000CTPEHUSAMK Ha Tepa-
1Y npenaparamy, usMensomumy tTeuenve PC [33, 34].

B nanbHeiiiem GbUIO TIPEIVIOKEHO BBIMOMHATD TecT Ha AQP4-
IgG mpu IPTIM 6e3 ouarossix uamerenuii Ha MPT ronoBHoro
MO3ra WK TIPY Ha/IMYMM 04YaroB B BEIECTBE [OJIOBHOTO MO3Ta,
He xapakTepHblx A1 PC; npu vacTbix peuuausupytomux OH;
npy /msHLeasbHOM CHHZPOME C OYaroBbIMM M3MEHEHHsMU
HEYTOYHEHHOU THOJIOTHIY, & TAKKe 3HLiedanonaTiy HeM3BeCT-
Hoi mpupozp! [35-37]. B 2020 r. B.C. KpacHoB u coaBT. pexo-
MeH/IOBa/li PaCIUMpUTh MpefnoXkeHHble TMOKa3aHus K Hccre-
TI0BaHMIO BIiepBbIe pasBuBIIMMICA napuuanbabiM [IM um OH
HE3aBHCHMO OT BBIPKEHHOCTH HEBPOJIOTMYECKO AUCQYHK-
LMY U CTeleHy BoccTaHoBieHus [38]. 9ta pexoMeHzaLMs OCHO-
BbIBaJIach Ha aHaJM3€ JAHHBIX U3 TTOBCE/JHEBHOM KITMHUYECKOH
npakTHKK. Bbito 06HapyskeHo, uto y 8 (28,6%) 13 27 malueHToB
¢ 3COHM ¢ AQP4-IgG riepBoe 060CTpeHw e POSBIIOCH TapLy-
anpHbM [IM 1nu opHocToporHuM OH ¢ nocnenyiomym perpec-
COM CHMIITOMOB, B Pe3y/bTaTe Yero TecT He BBIIOIHSICS, YTO
TIPUBEJIO K YBEMMYEHWI0 BPeMEHH JI0 TMOCTaHOBKH JiMarHosa.
AKTyanbHOCTDb 9TOH peKOMeHJaLMy IOATBEPKAAETCA TeM, 4To
y 5 (62,5%) u3 8 BbilIEONMCAHHBIX OOBHBIX B Ja/IbHEMIIIEM ObUT
ouboyHO yeraHoBreH muarto3 PC u mpoBoxwiach Teparus
npernapatamy, usMeHswommmMy TedeHve PC, koTopas Moxer
yxyzawarb Tedenre 3COHM [3-5].

Emé B 2007 r. axcreptel B obnactu usyuenus 3COHM
peKOMeH/|0Ba/l paccMaTpUBaTh NMOPaXeHHe 3PUTEebHOro
HepBa WX CIIMHHOTO MO3ra y NalueHTa ¢ CUCTeMHOH Kpac-
HOM Bo/M4aHKoH wim cunapoMoM llerpeHa kak nposiBneHne
cocyuiecrsytomero 3COHM, a He kak HeBposOrnyeckoe oc-
JIO)KHEH¥e PeBMaTHYecKoro 3ab0JeBaHusI BC/IEJICTBUE BaCKy-
nura [39], uto emé pas nmoprepawnd B 2015 T [9]. [o3n-
Hee JIaTMHOAMepUKaHCKYe SKCIepThbl C/eNlali 3aKIoueHye
0 TOM, YTO MalMeHTaM C M3BECTHbIM CHCTEMHBIM ayTOMM-
MYHHbBIM 3a00/1eBaHHEM C KIMHUYECKHM SIM30[0M B BHJE
OH, ocrporo [IM unu cuHApoMOM NopakeHus area postrema
cresiyeT BBIOJHUTD MccnenoBanue kposu Ha AQP4-IgG [40].
Poccuiickue neBponoru B 2023 T. MpeuIoKWINA PacLIMpUTh
TI0Ka3aHUA K TeCTy 3a CYET TaKOro HelpoBU3yanu3aljlioH-
HOTO TpHM3HAKa, KaK MPOTSUKEHHbIN yyacTok (3 1 Gonee mo-
3BOHOYHBIX cerMeHTa) arpoduu crnuHHOro mMoara no MPT, a
TaKKe CIyvaeB, He NMpoOTHBOpevalux auarHosy PC, Ho Oes
BbISIBJIEHNS] OJIMTOK/IOHA/IbHBIX @aHTUTEN B JIMKBOpe [41].

B 2023 r. pabouas rpynma NEMOS (Neuromyelitis Optica
Study Group) omy6/11KOBana KOHCEHCYCHYHO CTaThio, B KO-
TOpOil pekoMeHzoBana TectuposaHue Ha AQP4-IgG Bcem
nalyeHTaM € KJIMHMYeCKUMH WM KJIMHUKO-pajfivonoruye-
CKAMH [JaHHBIMU (IPUCYTCTBYIOLIMMU KaKk Ha MOMEHT 00-
C7e[lOBaHNA, TaK U B C/ly4yae yKa3aHWd HA HUX B aHaMHe-
3e), KOTopble TO3BOJISIOT 3amofo3puTh auarHod 3COHM,
T. €. y BCeX MalleHTOB C OAHUM M3 OCHOBHbIX KIMHUYECKUX
curzpomoB 3COHM, Brkmovatoumx OH, ocTpblit Muenur,
CHUHZIDOM TIOPaXEeHWsl area postremad, OCTPbIA CTBOJOBOK
CHH/IPOM, CHMMIITOMAaTHYeCKyl0 HapKOJEICHI0 WIM OCTPbIH
nusHLedanbHbI CUHAPOM C TUIMYHBIMU JW9HIE(abHbI-
mu MPT-ouaramu, niepeGpasbHblil CHHPOM C THIAYHBIMH
nonywapHeiMi MPT-ouaramu. Tak:ke 3KCIEPTHI YKa3bBAKOT
Ha 11e71ec000pa3HOCTb BBIMOIHEHNS TeCTa BO BCEX CIyyasy,
KOIZia TIALMeHTy 0 AuarHocTuueckum Kputepusm 2015 T.
ycranosrex fuarHos 3COHM 6e3 AQP4-IgG wnm Henssecrt-
HbIM cTaTycoM Mo aHturenam k AQP4. Bo Bcex ocTanbHbIX
cyyasx pelleHHe O TOM, POBOAUTb WIM HeT TecTUpOBa-
HIe, I0/DKHO ObITh MPUHATO WHAMBUAYaMbHO. Takske ObUIO
BBICKA3aHO NpeAyNpPeKJeHNEe O TOM, UTO IPOBEJEHUE CKPU-
HuHroBoro ucciezioBanus Ha AQP4-IgG cpenn maiueHTOB
¢ PC, He cOOTBETCTBYIOIMX BblIIEYKa3aHHbIM KPUTEPHAM,
ocobeHHO B pervoHax, B KoTopbix Ha 3COHM mpuxomutcs
nuIb HeGOJIbIIAs YacTb CyyaeB WAMONATUYECKUX BOCMA-
JIATENBHBIX  [IEMUEMHUSUPYIOIMX 3a00/IeBaHUH, MOXET
TNIPUBECTU K YBEJMUYEHUIO Cy4aeB JIOKHOIONOXUTEIbHbIX
pesy/nbTaToB M He peKOMeH/I0BaHO [42]. B BblieykasaHHbIX
peKOMeH/aLusAX TpebyeTcsl yTOYHEeHWe XapakTepa CTBOJIO-
BbIX NPOSIBIEHUH, NPU KOTOPBIX C/eAyeT NMPOBOAUTb TECT.
Llenecoo6pa3Ho orpaHUYKMTh UX HaWbOJIee YacTo BCTpeyaro-
ummucs mpu 3COHM B pamkax cTBO/I0BOTO CHHApOMA I/a-
307IBUTATeNbHBIMU HApYIIEHUSMY, MApe30M MHMHYECKHUX
MBIIIILI, OHEMEHMEM Ha JIuLie, aTakcuei [42, 43].

[TonobHble MpeasiokeHUs Kacamich W [eTeil, TOCKOJBKY
y HUX OCHOBHble KIMHMYeckue npossiaenua 3COHM n
IUarHoCTUYecKue KpUTEPUM COOTBETCTBYIOT TAKOBBIM Y
B3pocibix [44]. Y 50-75% nauyeHToB /1eTCKOro Bo3pacTa B
nebrore ormeuaercs OH, mpu atom y 50% u3 HuX — [IBY-
croponnuii OH [45, 46]; y 30-50% 3COHM pebiotupyer c
[IM, xots [IPIIM menee xapaxtepeH mns 3COHM y nereit
110 CpPaBHEHMIO CO B3POC/IBIMU U MOJKET MPHUCYTCTBOBATH TMPH
OCTPOM paccessHHOM 3HUedanomuenure. OCTpeiid JU3HLIE-
GanbHBI CHHAPOM, B YaCTHOCTH 9H/JOKPUHOMATHH, U CUM-
NTOMAaTHYeCKHil 1jepeOpabHblii CUHAPOM, HAMPOTHB, Yalle
BcTpevatoTces B fetckol nonynauuu 3COHM B cpaBHeHuu ¢
B3pocibeiMu: 10 60% u 1o 16-32% coorBetcTBenHO [47, 48].
[1pu HeiipoBu3yanusauyuy y nefuaTpuueckyx NalyueHTOB Bbl-
SIBJIAIOTCS KPYIHBIE CTMBHBIE OYary C BA30T€HHBIM OTEKOM
(peroTum, mogoOHBI OCTPOMY paccesHHOMY 3HIehaToMue-
JIUTY), TOPa’KeHNS YacTo 3aTParnBaloT KOPTUKOCIMHAJIBHbIH
TPAKT, [IePUBEHTPUKYISPHYIO 00/1aCTb WJIM OTMEYAIOTCS He-
crendryecKie U3MeHeHHs (enoro BewecTBa MOMyLIapyii
[49]. Yacrora ceponoautusHocT AQP4-IgG npu 3COHM y
ZeTell 3HAYMTENbHO HIDKE I0 CPaBHEHHIO CO B3POC/bIMHL
B nccnepoBannu nepuatpuueckoro 3COHM B CIIA Tombko
65% meteit 6bum cepornosutiBHBIME 10 AQP4-IgG, a y He-
KOTOPBIX MAlMeHTOB aHTUTeNa ONpeJieJIsIiCh TOJIbKO Yepes
3 rona mocrie aebrora 3abonesanus [50]. [Ipu atom MOG-IgG
B nepuatpudeckoil monymsauuu ¢ ¢enorunom 3COHM BbI-
ABJISIOTCS TOPA3zo yallle, 4eM y B3pocbix [51].
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OtnenbHoe BHHMMAaHMe CreflyeT YAENUTb CUTyaLusM, Korja
PYTHHHOE TeCcTMpOBaHUe He pekoMeHayeTcs. VccnenoBaHue
AQP4-IgG npu OH, ecnu OH He COOTBETCTBYET CTPOro OIpe-
NIeEHHBIM KpUTEpHUsAM, Kak YIOMMHAJIOCH BBIlle, WM TpU
Hamunn TannuHbix s PC kimbnyecknx, MPT-, nabopa-
TOPHBIX TPU3HAKOB, CUATANIOCH HELEeNecoo0pasHbiM, uToObI
He YBe/MYMBATb KOJMYECTBO JI0KHOIOJIOKUTEbHBIX pe3yiib-
tartoB |33, 34]. OnHako 3TO¥ MO3ULK TPOTUBOPEYAT JaHHbIE,
KOTOpble MPOJIEMOHCTPUPOBAIM BO3MOKHOCTb JIETKOTO Teye-
nua OH B ge6rote 3COHM [38], a Taxxe CBEIEHHUS 0 TOM, 4TO
BbIsIB/IEHMe OJIMTOKJIOHA/bHBIX 1gG B /MMKBOpe He MCKIIoYa-
et auarHo3 3COHM, urto Berpevaercs y 20-43% nauueHToB
¢ 3COHM, 0coGeHHO B MOMEHT 000CTpEHHS, HO MOXET ObITh
TPaH3UTOPHBIM ¥ He BBIAB/IATHCA B MOC/EYIOLIMX 00pasiiax
[9, 40]. Bicokas crietuduuHocTb Tecta Ha AQP4-1gG, a Takke
Cco00IaeMOe YMCTIO C/TyYaeB MepBOHAYAIbHON OIMOOUHOM
puartoctuku PC cpean nauuentos ¢ 3COHM, cocrasnso-
wee 33,0-42,5% [27, 32], yacTo 3acTaBAIOT NMPAKTHKYIOLIMX
Bpaueil UCI0/Ib30BaTh TECT 3HAYMTE/IBHO IIKPe TPUBEeJIEHHBIX
BBIIIIE TI0KA3aHWii, cTapasch U36exaTh HEBEPHOTO IUArHO3a.

Bo3amoskHbie MPUYHHBI JIOKHOIO/IOKUTE/TbHbIX
U JIO}KHOOTPHULIATE/IbHBIX PE3Y/IbTATOB

[IpuurHbl J03KHBIX 1AO0PATOPHBIX PE3Y/IbTAaTOB KCCIIe/0Ba-
Hua Ha AQP4-IgG moryT Bo3HMKaTb Kak Ha jomaboparop-
HOM, TaK 1 Ha JlabopaTopHoM 3ranax. Haubosee yacto npu-
YMHBI, BO3HUKAIOIIME Ha 71071a00paTOpPHOM 3Tarle, IPUBOLAT
K JIOKHOOTpHLATe/bHbIM pe3ynbrataM. K HUM oTHocuTes
HecoOIofieH e TIPaBKJT MOATOTOBKY MAlMeHTa — KaK 00IuX
yCIIoBUi (MccejoBaHuMs JOJDKHBI IPOBOAUTHCS YTPOM, CTPO-
r0 HaTOIAK, C UCK/IIOUEHHEeM JKUPHOH MUY M anKoross 3a
CYTKH, C OrpaHnyeHreM (DU3MUYECKUX Harpysok, 6es mepe-
OXJIaK/IeHHs1/TIeperpeBaHys, Kypenus 3a 1 4 1o uccrnesosa-
HKA), TAK U CTIELMaIbHBIX YCIOBHIL B3ATHe obpasia mocse
1Y Ha QoHe NpoBe/leHNs IaTOreHeTHUeCKOl Tepanuy (I7o-
KOKOPTUKOCTEPOU/BI, Mazmadepes, MMMYHOCYIPECCAHTBI,
Tpernaparbl MOHOK/IOHA/IbHBIX HTHUTeN, peaynpek/iaioLie
o6ocrpenns 3COHM) [52].

Oco6blit HTEpeC MPeACTaBIA0T HAOMOAEHNUS 3@ CTATyCOM
aHTUTEN Y TMalMeHTOB, KOTOPBIM MPOBOJMIOCH TIOBTOPHOE
vccnenoanne AQP4-IgG. B Kurae obcnenosaro 400 maru-
eHtos ¢ 3COHM ¢ AQP4-IgG, nonyyaroumux Tepanuo UMMy-
HOCyTpeccaHTamu. 3a BpeMs HabIiofieHs, B Cpe/iHeM depes
3,7 rona, y 32% mauueHToB HaOMOAaNMCh CepopeBepeys,
nepexofi B cepoHeratuBHbli ctatyc, AQP4-IgG He ompere-
nAnvch. Y TakuX MaLyeHToB OTMeuasach Gonee HM3Kas ya-
cToTa 060CTPEHUH, @ TAaKKe BbiAB/IEHA PAMAasA KOPpPesIys
MEK/Ty BpeMEHeM /10 Tepexofia B CEepOHEraTHBHBIN CTATYC
u obocTpenusam [14].

B Knnvike Mayo (CIIIA) B avHamvike Hab/oaM MalUeHTos,
KOTOPBIM KaK MUHMMYM JIBK/ibl BbITIO/HSIOCh TECTHPOBAHME
Ha AQP4-IgG. Cpenn 986 maumentos ¢ 3COHM ¢ AQP4-IgG
y 53 MaiMeHToB MCXORHO ObUI OTPULATEINbHbBIA pesy/bTar,
T. €. Yy HUX MPOU30I/Ia CEPOKOHBEPCHS], TIEPeX0]; U3 CepoHe-
raTHBHOTO B CEpOMNO3UTHBHbII cTaTyc (P 3TOM IPOTECTH-
posano 6Gosee 9000 mauMEeHTOB C UCXOJHO HEraTWUBHBIM pe-
3y/bTaTOM), y 6 MalMeHTOB TeCTUpOBaHKe GbLIO MPOBEJEHO
Ha (oHe 7eveHys (ITIOKOKOPTHKOCTEPOM/b, Iyia3Madepes,
asatuonpus, Haranmsymad). Cpenu 933 naruenrtos ¢ 3COHM

Na6opatopHas auarHocTuka 3COHM

¢ AQP4-IgG c uCXOIHO NOJOXUTEIbHBIM De3ynbTaToM Y
11% nabmopanach cepopesepcus B cpensem uepes 1,2 roza.
[laHublil eHOMeH OTMeueH MPEMMYILECTBEHHO Y MaljdeH-
TOB MO/IOZIOr0 Bo3pacta (no 20 7eT) ¥ ¢ UCXOOHO HU3KUM
turpom AQP4-IgG. CepopeBepcus Habmonanach Ha aHTH-B-
KJIETOUHOH Tepanuy, azaTuonpuHe, MukodeHonata ModeTu-
7e, ocste miasmacdepesa ¥ ayTONOTMYHOM TpaHCIUIAHTALUH
CTBOJIOBBIX KJIETOK. Y TOJIOBMHBI MALMEHTOB C Cepopesep-
cyel B janbHelileM BHOBb [IPOM30LLIA CepPOKOHBepcHs [53].

[lpennonaraercs Takxke CyLleCTBOBaHWE (EeHOMEHa «cepo-
HEraTMBHOTO OKHa» — mepuopa, korma AQP4-IgG nmubo yxe
TIOJTHOCTBIO CBSI3a/IMCh C AHTMI'€HOM, UTO JIe/IaeT UX JIeTeK-
L[MI0 HEBO3MOXKHOM, MO0 MPUCYTCTBYIOT B KOHL|EHTPALMH,
HEJI0CTaTOYHOM 711 0OHAPYIKEHHs, HO I0CTATOUHOM, UTOObI
BBI3BATh K/IMHMYECKKE MPOABJIEHHs, Y4TO ObLIO MPOJEMOH-
CTPUPOBAHO /IS CUHAPOMA MopaykeHus area postrema [54].

[IprunHbl 10)KHOTNIONOKUTENbHBIX Pe3yNbTaToB BCTpEYaloT-
Cs 3HAUMTENbHO PEXe ¥ MOIYT ObITb CBSI3aHBI C HA/IMYKEM
y nauuenta TyOepkynésa. Y aKBaropvHOB MHUKODOaKTepuii
Tybepkynésa u AQP4 uesoBeka MOTYT ObITH TOMOJIOTUYHBIE
SIUTOIDl, YTO MOKET IPHBECTH K IepPeKPecTHON peakLuy,
nipu oM tutpsl AQP4-IgG mpu TyGeprynése, KaK mpasuo,
Bbite, yeM npu 3COHM. Haranusymad ycunuBaeT akTuB-
HoCTb mpesenTanyy AQP4 Ha oBepxHOCTH MeMOpaH, Mo3To-
My y TIALMEeHTOB, HAXOASIMXCS HA JIeUeHWH JaHHBIM IIpe-
rapaToM, Takke MOTYT BO3HUKATb JIOKHOIOJIOXKHUTeJIbHbIE
pesynbratbl Ha AQP4-IgG [55].

JlabopaTopHble MPUYMHBI JIOKHBIX PE3Y/IbTATOB KCCIIEN0-
Banusa Ha AQP4-IgG MoryT ObITh Ha ypOBHE OMMOOK Mpe-
AHA/IMTHYECKOTO ¥ AHAJUTHUYECKOr0 1ab0paTOpHbIX 3TAroB.
OcHOBHble OWIMOKY MPEaHATMTHYECKOTO 3Tara: HapylieHHe
MpaBW B3ATHS, TPAHCIOPTUPOBKM M XpaHeHHs oOpasiia
(HeonHOKpaTHOE —3aMOpakMBaHHe/pasMOpakUBaHKe), 3Ha-
YUTENbHBIA TreMomM3 Wi Xuiés. K JI0KHOOTpHLaTenbHbIM
OMOKaM aHa/MTHYECKOro J1ab0paTOPHOrO Tara OTHOCHTCS
acbdexr xprouka (hook effect) — ummyHonoruyeckuit deHo-
MeH, TIpi KOTOPOM abdUHHOCTb aHTUTeN s 00pa3oBaHus
MMMYHHBIX KOMIUIEKCOB MOXKET CHIDKATbCS, €C/IM KOHLIeHTpa-
1115 aHTUTeN O4YeHb BbICOKA. BaxkHoe MpakTryeckoe 3HaueHue
3TOrO sBJIEHHMs 3aK/I0YAeTCs] B TOM, UTO OHO IIPefCTaBIiseT
000l THII MOMEX, KOTOpbIE MELIAT MPOBEIEHHI0 AHA/IM3A,
TIPUBOZAA K JIOXKHOOTpHLIATENbHBIM pesynbrataM [56]. Cyme-
CTBYIOT Y JIpyrve MPUYMHB! JIO)KHOOTPULIATENbHBIX DPe3yrlb-
TaToB: eeKT MUKpOC/Iaiifia WM HapylleHHe MpoLefypbl
TIpOBe/IeHNs aHau3a («epecylrBaH1ue» MUKpOCTaiijia B Te-
YeHHe MPOLe/Iypbl OKPAIMBAHMS, «BBI'OpPaHHe» MUKpOC/Iaiiaa
TP [7UTENbHO BKIIOYEHHOM CBeTe MUKpOCKoma) [57].

BBu/ly BBICOKOH C/IOKHOCTH BBITNIOJHEHUs JAHHOTO KCCIle-
noBaHus HeobXoAMMO 00naaTh OOMBIIMM  KOMHYECTBOM
KOMIIETEHIIMT He TONbKO B 00/IaCTH MPOBEJIEHUs peaKiuu
HENnpsAMOil IMMYHO(TIOOPECLIEHIIMH B LIEJIOM, HO ¥ OTHOCH-
TEeJIbHO JIAHHOTO HCC/IeZI0BAHMS, TI0ITOMY K JIOXKHOIIOIOXKH-
TeIbHBIM pe3y/bTaTaM MOXeT MPUBECTH HeLOCTaTOUHbIM
OMBIT OmepaTtopa (paclieHKa HecreurpUUecKoro CBeYeHHs
Kak crerpduueckoro ans AQP4-IgG) [58]. Ilpu atom aHTH-
TeJIa HaXOAATCS Ha YPOBHE MOTPAHUYHOrO pesynbrara (TUTp
He 6onee 1: 10), uTo MokeT ObITb 0003HAYEHO KaK «HECTIeLH-
¢uueckoe cevenvie» (puc. 2-5).
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Puc. 2. Tlono:xurtenbHblit pe3ynbTaT HCC/Ief0BaHUSA HAa aHTUTeNa
K AQP4.

Peakius HempsAMoit UMMYHOMTYOpPeCLIEHIUY C KJIETOUHOM Mpe3eH-
Tauueil anturena, TMTp 1 : 10, MHTEHCUBHOCTb CBeueHUs ++.

Fig. 2. Positive test result for anti-AQP4 antibodies.
Indirect immunofluorescence with antigen cell presentation, 1 : 10
titer, fluorescence intensity ++.

Puc. 3. TlonoxurenbHblit pe3ynbTaT HCC/Ief0BAHUS HAa aHTUTeNa
Kk AQP4.

Peaxuys HenpsMoil MMMYHO(IIyOpecleHIMH C KIeTOYHOU mpe-
3eHTauueil antureHa, TUTp 1 : 320, MHTEHCUBHOCTb CBeveHUs ++
(Toncras crpenka), MPUCYTCTBYeT HecrenM(dUUeCKOe CBevyeHHe
(TOHKHE CTpenKy).

Fig. 3. Positive test result for anti-AQP4 antibodies.

Indirect immunofluorescence with antigen cell presentation, 1 : 320
titer, fluorescence intensity ++ (thick arrow) with areas of nonspe-
cific fluorescence (thin arrows).

Puc. 4. OTpunarenbHblil pe3y/ibTaT MCC/IE[OBAHUS HA aHTUTENA
k AQP4, TpeOyrommuii MOBTOPHOTO TECTHPOBAHMSL.

Peaxuus HempsAMO# MMMYHOMIYOPECLIEHLMK C KIeTOYHOI Hpe3eH-
Talell aHTHreHa, IPUCYTCTBYET Hecreluuyeckoe cBevenue (+/-).

Fig. 4. Negative test result for anti-AQP4 antibodies to be con-
firmed by repeat test.

Indirect immunofluorescence with antigen cell presentation, non-
specific fluorescence (+/-).

Puc. 5. OTpunarenbHblif pe3ynbTaT HCC/IEAOBAHUS HA AHTHUTENA
k AQP4, TpeGyromiuii MOBTOPHOTO TECTHPOBAHMSL.

Peakiyist HempsiMOi MMMYHOQTYOpECLIEHMK C KIeTOYHON Npe3eH-
Talyeil aHTUreHa, NPUCYTCTBYET HecreluduyecKoe cBeyeHue (+/-).

Fig. 5. Negative test result for anti-AQP4 antibodies to be con-
firmed by repeat test.

Indirect immunofluorescence with antigen cell presentation, non-
specific fluorescence (+/-).
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[Tporro3 3COHM moskeT ObITh OCHOBaH Ha Takux (GaKTOpax,
Kak Bo3pact ziebroTa 3ab0/eBanusl, KOMYECTBO 000CTpeHUH
B TEUYEHHEe MEepBbIX 2 JIeT, TSHKECTb MEPBOr0 00OCTPEHHS,
CBAA3b C PYrMMK ayTOUMMYHHBIMH 3a00JI€BAHKUSAMU U CEpO-
norudeckuit cratyc mo AQP-IgG [59]. MHorumu uccnenoBa-
TesSIMK TI0Ka3aHa 0osiee HM3Kas YacTOTa BOCCTAHOBIIEHHS
3PUTENbHBIX HAPYIIEHWH Moc/ie 000CTPeHKs Y MalUeHToB
¢ AQP4-1gG no cpaBHeHMIO ¢ cepoHeraTHBHbIMY NaLeHTaMK
[60]. [IpocnexkTriBHOE MccnenoBanue 29 maLyeHToB ¢ U307u-
posanHbiM [IPIIM mokasano, 4to ymmb y 55% maiyeHToB,
ceporosutuBHbix 10 AQP4-IgG, B Teuenue 1 rona He Habmo-
fanock 060CTpeHKs, B TO BpeMsl KaK HU y OJIHOTO U3 Cepo-
HEraTMBHBIX TALMEHTOB He Habmopanoch oboctpenuit [61].
VunTbiBasg 3HAYMTENbHBIA PUCK TOBTOPHOrO 000CTpEHHs
B 1-it rox ot febora 3aboneBaHus, MpejsiaraeTcs BbIMOI-
HeHue 2-3 MOBTOPHbBIX MCC/IeN0BaHUN B TeueHue 6-12 mec
Toc/ie epBUYHO OTPULIATENbHOTO pesynbTaTa [62]. [Tockosb-
Ky MOBTOPHOE TECTHPOBAHHE Y MOBTOPHO CEPOHEraTHBHBIX
TALKEeHTOB OBBIIAET PUCK JIOKHOIIONOKUTENBHBIX Pe3yb-
TaTOB, «CEPOKOHBEPCHUS» PaHee CepOHeraTHBHbIX NaljeHTOB
B AQP4-IgG B wpmearne fO/KHA ObITh MOATBEP)KIEHA eIé
OJJHUM TeCcTHpOBaHueM [34].

PexoMenaauuu o TecTUPOBAHMIO MALKEHTOB
Ha AQP4-lg

CucreMaTH3MpyeM OCHOBHbIE NPUHLMIbIL, KaK U IPU KaKUX
KJIMHMKO-Pa/I0JIOTMUecKX (PeHOTHIaX Tpex/ie BCero cie-
ZyeT BbINOJHUTD TecTrpoBanue Ha AQP4-IgG, a Takxe B Ka-
KHe CPOKM HeoOXOMMO MPOBOAKTH TIOBTOPHBII aHAIK3.

1. WccnenoBanue CbIBOPOTKM KpoBU Ha aHturtena k AQP4
BceM mauueHTam c nozospeHueM Ha 3COHM crnenyer
TIPOBOZUTD METOZIOM HENpsIMOi MMMYyHOMTyopecLieHINH
C KJIETOYHOI Mpe3eHTalell aHTUreHa (IpUMeHeHHe Me-
TOZa UMMYHO(DEPMEHTHOr0 aHanu3a He peKOMEeH/I0BaHO).

2. «[lopospenne na 3COHM» — 3T0 HanuuKe y MauveHTa:

1) ocTpo/mopocTpo passuBLIerocs 1 U3 6 0CHOBHBIX KIMHHU-
YeCKMX CHHZIPOMOB (KaK B HA/IMUMH, TaK 1 B IPOLLUIOM):

a) OH (tsxénbit OH ¢ maoxum BOCCTaHOBIEHUEM; Ou-

narepanbHblit OH; mpoTskéHHOe mNopaxeHue 3pu-

Te/IbHOTO HepBa WM BOBJIEYEHWE XMa3Mbl 10 JaH-

HeiM MPT; uactble penyausupyrompe OH; OH kak

TiepBOe MpOsiB/IeHKe 3a00/IeBaHKsT HE3aBKCUMO OT er0

Tsokecty; OH y mauyeHTa C CUCTEMHBIM ayTOMM-

MYHHBIM 3a0071€BaHKEM);

octpeiit Muenut (ITPIIM, navonaTiyecknii ocTpolit

[IM ¢ atummunbivu fng PC yepramy; [IM kax nep-

BOE MposiB/eHne 3a00/1eBaHNs HE3aBHCUMO OT €ro

Tsokecty; [IM y nanmeHTa ¢ CHCTeMHBIM ayTOMM-

MYHHbIM 3a00JIeBaHKMEM; TPOTHKEHHBI Y4aCTOK

(3 u Goree MO3BOHOUHBIX CErMeHTa) aTpOMUHU CIIUH-

Horo mo3ra 1o MPT ¢ ykasaHueM Ha nepeHecéHHY0

OCTPYI0/TIONOCTPYI0 MUEJIONATHIO B aHAMHESE);

B) CHHIpPOM IOpaKeHus area postrema (B OTCyTCTBHE
TNAaTONOTUU KeNy[A0YHO-KUILIEYHOTO0 TPaKTa M WUHBIX
NIPUYKH (BECTUOY/APHbIE HApYIUEHWs], HHPEKLMOH-
Hble 3a00/IeBaHMs, WHTOKCHKALIMY, JleKapCTBeHHas
Tepanus, SHAOKPMHHblEe HapylleHWs, OCTpble Ha-
pyLIEHKMsT MO3TOBOTO KPOBOODpAILeHHs], HOBOOOpa-
30BaHMA), B TOM YMC/le TTPY U3BECTHOM CHCTEMHOM
ayTOMMMYHHOM 3a00JIeBaHNY;

=)}
-

Na6opatopHas auarHocTuka 3COHM

T) M30/IMPOBaHHBIN OCTPbIN CTBONOBON CHUHAPOM (r7a-

307iBUTaTe/IbHble HApYIUEHUs, Mape3 MUMHYeCKUX

MBI, OHEMEHHE Ha JIMLe, aTaKCHs, CUMIITOMHOE

TopakeHue CTBOJIAa r0JIOBHOTO MO3ra C BOBJEUYEHU-

eM IepyraNVHIeMaIbHbIX 30H);

CHUMIITOMAaTHYeCKas HapKOJIETCUA WX OCTPBIN M-

HLedabHbIA CHHPOM (TUIIEPCOMHOJEHLUS, CHH-

IpOM HealeKBaTHOM CeKpeLuH aHTUANypeThdye-

CKOTO TOPMOHA) C THIMYHBIMU AM3HLeDaTbHBIMU

MPT-ouaramu, He 00'bACHAEMBIMU OJHO3HAYHO /Y-

TYIMU TIPUUMHAMY;
€) OCTpbIil LiepeOpasbHbIii CHHAPOM (TeMu- WM Te-

Tpamnapesbl, BBIMAZEHVE MOJsl 3PeHHUs, HapyLIeHVe
CO3HaHMs pa3NMYHON CTereHU BbIPaKEHHOCTH,
SMUJIENTHYECKYe TPUNAZKU) C TUINYHBIMU IIOJY-
wapHbiMd MPT-ouaramy HeyTOYHEHHON 3THOJIOTHN
(kpurToreHHas JelKosHIedanonaTys ¢ xapaktep-
HbIMU M3MeHeHUssMU Ha MPT ronoBHoro mosra);

2) mpennonaraemoro PC ¢ HEOOBACHUMBIMU TSDKEBIME
000CTPEHUSMY Ha Tepanuy TpernapaTam, U3MeHs0-
mumu Teyenue PC;

3) npennonaraemoro PC mpy HanvMuuy B KJIMHHAYECKOH
KapThHe XOTA Obl OJHOrO W3 OCHOBHBIX CHHIPOMOB
3COHM, atummunblx a1 PC KIMHHYECKMX MpOsBIIe-
HUI ¥ OTCYTCTBHUM ONUrokJIoHambHbix IgG B /1MKBOpe
(Hanuuye 0IMrokIoHaMbHbIX IgG B IMKBOpE He UCKIIo-
yaer puarHoza 3COHM). [lpu atom Hanuuume AocTO-
BepHoro juarHoza PC 1o KIMHMKO-pafnoIoruueckum
npusHakaM (kpurepur McDonald 2017 r.) B oTcyTcTBHE
BBbILIEYKA3aHHBIX XapaKTEPUCTUK He SIBJAETCS T07i0-
3penrem Ha 3COHM.

p=|
=

. HpI/I HarpaBJ/IEHNH 6I/IOMaTEpI/IaJIa Ha MHCCIeaoBaHue

Ha aHtutena k AQP4 cnepyer ykasbiBaTb CTajfMi0 3a-
bonepanus (000CTPEHHE WM PEMKCCHSA), BPEMs B3STHS
obpasua (110, Ha (OHe WK MOC/e TepPArUK MIOKOKOPTH-
KOCTEepOHM/iaMu ¥ T1a3MO0OMeHa/MMMYHOCOPOLKK), TIpH
Ha/lMuuy Tepanuy Iperapatamyl, TpeaynpexaoniuMu
obocTpeHne, — Ha3BaHue Mperapara.

. Bagarue 6I/IOMaT€pI/IaHa Ha wuccrnenoBaHre CbIBOPDOTKU

Ha aHTtuTena k AQP4 crenyer mpoBoaMTh 70 Hauana
My7bC-TE€pAIK [VIIOKOKOPTUKOCTEPOUAAMH, WIN I[1a3-
Madepesa/mnasmoo0MeHa, WM Tepamuu Tpenaparam,
TpeaypekAaIIUMI 000CTPEHNE, C LEJbI0 YMEHbLIEHS!
pUCKa MOyYeH!A JIO)KHOOTPULIATE/IbHOI'O0 pe3yibTaTa.

. Pesynprat uccnenoanus AQP4-IgG nomxeH comepikaTb

MH(OPMALKI0 0 TUTPE aHTHUTEN, UCIONb30BAHHONW METO-
IVIKe, a Take O HaJIMYMK W OTCYTCTBUM HecreLuduye-
ckoro ans AQP4-IgG ceevenus.

. B Cly4yae T[epBUYHOTO OTPULIATE]IbHOIO pe3yrnbTaTa

(menbiue 1: 10) npu coxpanenun nozospenus Ha SCOHM
noBroputb uccneziopanve AQP4-IgG uepes 3—-6 mec u/umm
TIpY IOBTOPHOM 000CTPEHHH.

. B ciyuae nepBUYHOrO NOMOKUTENIBHONO Pe3yIbTaTa, pas-

Horo 1 : 10, npy Ha/MMUMK KNUHUYECKUX, HEHPOBU3yan-
3alMOHHBIX 1 J1aDOPAaTOPHBIX M3MEHEHUH, MPH KOTOPbIX
nuarto3 3COHM Tpebyet yrounenns («kpacHsie braru»),
WY TP Hanuuuy Hecrenduyeckoro ansg AQP4-IgG ce-
YeHHs MOBTOPUTD MCC/IeloBaHKe uepe3 1 Mec.

. BoamosxHO BbimonHeHue 2-3 IIOBTOPHbBIX I/ICCJ'IE,ZLOBaHI/Iﬁ

B TeueHue 6-12 Mec mocie MEepPBMYHO OTPULATENBHO-
ro pesynbTara, a Takxe U nocsne 12 mMec B 3aBUCHMOCTH
OT KJIMHUYeCKO# curtyauuu. BepxHsas rpaHuua B 12 mec
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06yc/oB/IeHa 3HAUNTENBHBIM PUCKOM MOBTOPHOTO 000-
crpenust 3COHM B 1-ii rop.

9. V¥ nauueHTOB ¢ ycTaHoBNeHHbIM pauarHozoM 3COHM
¢ AQP4-1gG, monyyatomux Tepanuio s IpeRynpexeHus
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