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3abonesaHud cnekIpa
ONTHKOHEBPOMMENNUTA U CHCTEMA KOMNNIEMEHTa:
BONPOCHI NaTOreHe3a u TepaneBTHYECKNEe BO3MOMKHOCTH
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Basicuvim 36enom namoeenesa 3abonesanuii cnekmpa onmukonespomuesuma (3COHM) ¢ anmumenamu k axkeanopuny-4 (AQP4-1gG) seasn-
emcs nogvluleHue akmugrHocmu cucmemst komniemenma (CK) no kaaccuueckomy nymu ¢ peaauzayueti MeXaHu3mos KoMnAeMeHn-onocpeoo-
BAHHOIL YUMOMOKCUMHOCIU. DKYAUZYMAO — eYMAHUZUPOBAHHOE MOHOKAOHANbHOE AHMUMEN0, KOMOPOe NOO0ABASIem MEePMUHANLHYH) CIMAOUI)
akmueayuu CK, obnadas évicokoil appgpunnocmoro k ee C5-komnonenmy. Obcyxcoaromes ocHogHble 36enbs namoeenesa 3COHM ¢ AQP4-
IgG, ponv 6 nem CK, pe3yromamol KAuHU4eCKUX UCCAe008AHUL npenapama dKyau3ymao, a makice e2o mecmo 6 mepanuu 3COHM.
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An important component of the pathogenesis of neuromyelitis optica spectrum diseases (NMOSD) with antibodies to aquaporin-4 (AQP4-1gG)
is a classical pathway of complement system (CS) activation with the implementation of mechanisms of complement-mediated cytotoxicity.
Eculizumab is a humanized monoclonal antibody that suppresses the final stage of CS activation and has a high affinity for its C5 component.
The most important components in the pathogenesis of NMOSD with AQP4-1gG, the role of CS, the results of clinical trials with the drug

eculizumab and its place in the treatment of NMOSD are discussed.
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3aboseBaHus criekTpa ontukoHeBpomueanra (3COHM),
KOTOpbIEC BKJIIOUAIOT B Ce0sl ONTUKOHEBPOMUEIIUT, MPEXIE U3-
BECTHBI Kak 60Jie3Hb JIeBrKa, — 3TO TPyIa BOCTATUTEIbHbBIX
3a0oJieBaHMI LIeHTpabHOI HepBHOIT cucTeMmbl (LIHC), xapak-
TEPUBYIOIIMXCS BMU30JaMU UMMYHOOIIOCPEIOBAHHON acTpo-
IUTOIIATUY, BOCTIAJTUTEIBHOM NeMUETNHU3AINY U aKCOHAb-
HOTO TOBPEXIECHUS C TIPEUMYIIECTBEHHBIM ITOPaKEHUEM 3pU-
TeJIbHBIX HEPBOB U crMHHOTO Mo3ra [1, 2]. 3COHM npexacras-
JITIOT cO0OM TeTepOTreHHYIO IO TaTOTeHe3y TPYIITY KIMHUKO-
paaroJIOTUYECKUX CUHAPOMOB |3, 4]. InarHo3 yctaHaBJIMBaeT-
csl B cooTBeTcTBUU ¢ Kputepusmu Wingerchuk 2015 r. [5].
CnenuduyHbiM JabopatopHbiM MapkepoM 3COHM sapnsietcst
BoisiBieHUe aHTUuTeN (AT) kinacca IgG k akBanopuHy-4 (AQP4-
1gG) B cbhiBopoTKe KpoBHU. [1o cTatycy HATMYUSI WIK UX OTCYT-
cTBUs BoInesA0T Tpu BapuanTta 3COHM: 1) 3COHM c AQP4-
1gG; 2) 3COHM 6e3 AQP4-1gG u 3) 3COHM c Hen3BeCTHBIM
cratycom AQP4-IgG [2, 5]. [TatomMopdonornvecku y marmeH-
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ToB ¢ 3COHM ¢ AQP4-1gG BbIABASAIOTCS MPU3HAKU aCTPOLIM -
toratun (motepst actpourtamu AQP4, ymeHbllIeHNEe TIJIOTHO-
CTHU TJIMAJIBHOTO (MOPMILIIPHOTO aCTPOLIMTAPHOTO ITPOTEMHA),
JIeMUETNHU3ALNN, aKCOHAJIBLHOTO MOBPEXICHUSI, 0OHAPYKM-
BaIOT TIepUBacKyyIsipHbie nerno3uTsl AT kK AQP4, KoMITOHEHTHI
aKTUBUPOBAHHOTO KOMIUIEMEHTa, MakKpodarajabHyl0O WH-
wurbTpanio, aKTUBAINIO MUKPOTJIMY, BOCTIATUTEIIbHYIO WH-
bwunsTparuio rpaHyronuTaMu (303UMHOMUIIBI, HEUTPODUITHI,
6azodmibl) [6—8]. AktuBaumst cucrembl KoMruiemeHTa (CK)
urpaeT BaxxHyto pojib B maroreHeze 3COHM c AQP4-1gG [9].
[Tatorucronornueckas kaptuHa y namueHtoB ¢ 3COHM 06e3
AQP4-1gG upesBpiuaiino rereporerna [4]. B 20—50% cnydaes
npu 3COHM 6e3 AQP4-1gG naTorucTosornuecku oOHapyKu-
BaIOT MPEUMYIIECTBEHHO MPU3HAKK MUeauHonaTuu [4, 5, 10]
MPY OTHOCUTEIBbHOM COXPAaHHOCTHU OJIMTOACHIPOIIMTOB, B OT-
mmare oT 3COHM ¢ AQP4-1gG [11], a B CBIBOPOTKE KPOBH
BosBisiioTcs AT kimacca IgG K MUeNMH-OJIUTONEHIPOIINTAP-
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HOMY TJIuKoTpoTeuny [4, 5, 12, 13]. AyTouMMyHHOE TTOBPEX-
NIeHWe MUeJIMHA TIPOMCXOIUT 3a CYeT MEXaHU3MOB aHTHUTENO-
3aBUCHMOU IIMTOTOKCMYHOCTU M KOMILJIEMEHT-OITOCPEeI0OBaH-
Horo noBpexaeHus [10], HO poJib MocaeAHEro MexaHu3Ma pac-
cMaTpMBaeTCs Kak MeHee 3Hauummasi, B ominune or 3COHM
¢ AT x AQP4-1gG [4, 9].

OKcnepTbl MEXIYHAPOIHOTO YPOBHSI PEKOMEHIYIOT Ha-
YUHATh TePAMUIO MpernapartamMmu, MpeaynpexaaoinMu o0ocTpe-
Hus (I1I10), y Bcex manuenToB ¢ 3COHM ¢ AQP4-1gG |3, 14,
15]. bnokupoBanue aktuBHocT CK — oauH M3 MEpPCIIEKTUB-
HBIX ITaTOreHeTUYecKuX mmoaxonoB B Teparmuu 3COHM ¢ AQP4-
IgG [9]. Dxynu3ymab sBisieTcsi 'yMaHM3UPOBAHHBIM MOHOKJIO-
HayibHBIM AT (MAT), KoTOpoe MoIaBisieT aKTUBHOCTb TEPMU-
HasibHOTrOo Komruiekca CK, oGnamas BbicOKoil addUHHOCTBIO
Kk ee CS5-xkommonHeHTy. [lo ToOKa3zaHWIO «pelIUBHUPYIOIINI
3COHM c¢ antutenamu Kk AQP4» B Poccun 3apeructpupoBaH
npernapar skyau3ymad (Dauzapus®)'. Llenb maHHON myOivKa-
LIMM — OOCYIUTh OCHOBHBbIE 3BeHbsl maroreHeza 3COHM
¢ AQP4-IgG, onucartb posib B HemM CK, mpencraButh pe3yJibTa-
ThI KINHUYECKUX UCCIeNOBAHUI Mpernapara 9KyIu3yMao, a Tak-
ke ero mecto B Teparuu 3COHM.

O6wue ceepeHua o naroreHese 3COHM

¢ AT &k AQP4

[Tarorene3 3COHM ¢ AQP4-1gG HeomHOKpAaTHO OIMUCaH
B MEXIyHapoaHO# HaydHol sutepaType [4, 8]. KioueBbiM ero
3BeHOM siBJIsIeTcs BipaboTka AT K AQP4 [4, 16, 17]. AkBamopu-
Hbl (AQP) — 6e1Kku, KOTOpble UTPAIOT KJIIOUEBYIO POJIb B PETYJIs-
LIMY TPpAHCUEJTIONSPHOTO MoToKa Bosbl. AQP4 — ocHOBHOI ak-
BariopuH, skcrnpeccupyembiii B LIHC v BbInmosHsommii pyHK-
LIMIO0 BOJHOTO KaHajla B TOJIOBHOM, CIIMHHOM MO3T€ U 3pUTE/Ib-
HoMm HepBe. AQP4 pacrnonoxkeH MpeuMyIiecTBEHHO B TepuBa-
CKYJISIPHBIX HOXKKaX aCTPOIIMTOB, KOTOPhIE YYaCTBYIOT B (hOpPMU-
poBaHMU remMaTosHIedannyeckoro 6aprepa (I'Db), B rmmanb-
HBIX TOTPAHUYHBIX MeMOpaHaX TOJIOBHOTO, CITMHHOTO MO3Ta
W 3pUTEJIBHBIX HEPBOB, STICHANMAJIbHBIX KJIETKAX, B HOXKKAX ac-
TPOLIMTOB, PACIIOJOKEHHbBIX CyOaneHauManbHO [16]. AQP4 Tak-
JKe 00HapyXeHbI B o0J1acTu «ciaadoro» Db B Mecrax ¢popmupo-
BaHUS 3pUTETHHBIX HEPBOB, BXOIa KOPEIIKOB B CITMHHOM MO3T,
B runotaiamyce [16]. BplenepeuncieHHbIe 00JacTH ¢ BBICO-
Koit TuioTHOCThIO AQP4 1/unu «cinadbim» DB MoryT ObITH Iep-
BO MUIIIEHBIO JJIT UMMYHHOI1 cuctemsl |5, 16, 18]. AQP4 nme-
et n3odopmel M1 u M23 [18]. [1aToreHeTnueckasi poJib Kax10i
M3 HUX B pa3BUTUM 3a00jieBaHUS TOYHO HE OMpeaesieHa.
I1o naHHBIM HayYHOI TUTEPATYpPhI, CBI3bIBAHUE aHTUTEI ¢ M23-
n3odopMoii IPUBOIUT K Oosnee 3HaumMmoit aktuBauuu CK [19].
Okcnpeccust AQP4 mpucyTcTByeT M BHE HEPBHOW CHCTEMBI.
OHU 00HAPYKMBAIOTCS B KJIETKAX COOMPATEIbHBIX TPYOOUEK IO~
YeK, KapAMOMUOIINTAX, SIUTEINU JbIXaTeIbHBIX TMyTel, KIeT-
Kax 000MOYHOUN KUIIKWA, TOHKOTO KUIEUYHWKA, TTaprueTaTbHBIX
KJIeTKaX XKeJIyaKa, IToMepeIHOTOI0CATHIX MBIIIIEUHBIX BOJTOKHAX
[20]. OnHako ayTOMMMYHHBII OTBET MPOTUB HUX HE pa3BUBAET-
csl, TaK KakK B pa3JIMYHbIX OpraHax MpUCyTCTBYIOT MeMOpaHHbIe
rKonpoTteuHsl (CD), uHrubupyoiiue ¢hopMupoBaHue MeMO-
paHoatakytoiero komriekca (MAK). Hanpumep, B moukax 06-
HapyxXeHbl rukonporernHel CD46, CD55, a B xenyake U cKe-
neTHbIx Mbiax — CD46. B acrpouurax in vitro BBISIBISIIOT
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CD59, onHako B KyJBTYpe KJIETOK «aCTPOLMT—3HAOTEIUN» €ro
HE HaxOJIST, YTO, BEPOSITHO, OOYCJIOBIMBAET 3HAYUTEIbHO MEHb-
1y1o 3amuieHHocTh cTpykTyp LIHC ot ayrouMMyHHOro oTBe-
Ta 110 CpaBHEHUIO ¢ nepudepryeckuMu opraHamu [16, 21].
OcHoBHbIMM 3BeHbssMU TTaToreHe3a 3COHM ¢ AQP4-1gG
SIBJIIIOTCS: aKTUBaLIMsl B-KiieTouHOro 38eHa UMMYHUTETA U BbI-
pabotka AT k AQP4, aktuBauust CK ¢ ¢popmuposannem MAK
MOBBIIIEHUE TIPOAYKIIMU MMPOBOCIAIUTEIBHOTO IMTOKMHA WH-
tepaeiikuna 6 (MJ16) ¢ pa3BuTHeM KacKaaa MMMYHOIIATOJIOIH-
YECKUX peaklnii, ”3BMEeHeHUsI B cucTteMe T-KJIeTOYHOro 3BeHa
WMMYHHTETA (yBeJIndeHne cooTHomeHust T-xenmepsr 17 / T-pe-
TYJISTOPHBIE JTUMQOIUTHI), TIPUBJICYCHNE B OYar BOCITAJICHUS
KJIETOK BPOXIEHHOTO MMMYHMUTETa (HaTypaJlbHbIX KUJUIEPOB,
HeUlTpouioB, 303MHOGUIOB, TMOBBIIEHUE AKTUBHOCTU TYy4-
HbIX KJIeTOK) [4, 8]. Ocobas posb B matoreneze 3COHM oTBo-
JIUTCSI TIOBBILLIEHUIO TIpoHULaeMocTu 'DB, B 00pazoBaHUM KO-
TOPOTO NMPUHUMAIOT yuyacThe acTpoluThl [22, 23]. ToyHas roce-
JIOBaTEIbHOCTh UMMYHOIIATOJIOTMYECKHX COOBITUI B MaTOreHe-
3¢ 3COHM ¢ AQP4-1gG HeusBectHa. Bripabotka AT k AQP4
MOXET IMTPOMCXOIUTH BCIIeACTBUE MoBpexaeHus Db, nuchyHk-
LIMST KOTOPOTO pacCMaTpMBAeTCsl KaK MEXaHU3M M KOCBEHHBIN
MPU3HAK CPbIBa ayTOTOJIEPAHTHOCTH MMMYHHOM CHUCTEMBI TIpU
3COHM, yeMy MOXeET CITOCOOCTBOBATh, HAIIPUMEP, peBMaTHYE-
ckoe 3aboneBanue [22, 24]. Henb3s UCKITIOYUTD, UTO TTEPBUYHAS
BbIpaboTka AT npoucxonut Ha aHTureHsl BHe LIHC, KoTopbie 3a-
TeM rnepekpecTHo cBs3biBatorest ¢ AQP4 B LIHC [9, 25]. TMocne
npoHukHoBeHUst AT uepe3 Db, cBsi3biBanus ux ¢ AQP4 Ha HOX-
Kax acTpOLIUTOB U (hopMUpOBaHUs KOMILIeKca «aHTureH (AQP4) —
antutesio (AT kK AQP4)» MpoucXoauT akTUBALIMSl KOMITJIEMEHTa
10 €ro KJaCCUYECKOMY IyTH C peaau3alieil MeXaHM3MOB KOMII-
JIEMEHT-0ITOCPEI0BAHHOM IIMTOTOKCUYHOCTH. [ToBpexaeHue ac-
TPOLIMTOB MIPUBOIUT K BBICBOOOXKIEHMIO ITUTOKMHOB, KOTOPBIC
BMeCTE ¢ KOMITOHEHTAaMHU aKTMBHPOBAHHOTO KOMILIEMEHTA CITO-
COOCTBYIOT TIPMBJICUCHUIO B OYar BOCHAJIEHUST HEUTPODUIIOB,
303MHO(PUIOB, MaKpoaros, yBeJIMICHUIO TTpoHUTIaeMocT Db
wis AT k AQP4. [derpanynsiust HeiTpoduioB, 303MHOGUIOB
CIOCOOCTBYET JaJIbHENIIIEMY TTOBPEXIEHUIO ACTPOLIUTOB U OKPY-
xkatomux TKaHeil. B matoreneze 3COHM, BeposiTHO, BaXkKHYIO
POJIb UTPAIOT U MEXAaHU3Mbl AHTUTEJIO-3aBUCUMON IUTOTOKCUY -
Hoctu. [locne oGpazoBaHMSI KOMIUIEKCA «AHTUT€H—aHTUTEI0»
Ha MOBEPXHOCTU acTPOLIMTA MPOUCXOAUT ero cBsi3biBaHMe ¢ Fey-
peuentopaMu 3hdEKTOPHBIX JIEUKOLNUTOB, TAKUX KaK TPaHyI0-
LIMTHI, MaKpodaru, HaTypaabHble KUJLIEPhI, YTO MPUBOAMT K BbI-
CBOOOXIECHUIO COACPXKAHMS TpaHyn JEHKOLIMTOB W Trubenu
KiIeTKu-MuiieHu [9]. BelmeykazaHHbIE MMMYHOITATOJIOTHUYE-
CKHe MEXaHM3Mbl B KOHEYHOM MTOTe MPUBOIAT K HApacTaHUIO
BBIPAXKEHHOCTHU aCTPOILIUTOIIATUM B O9are BOCTIAJICHUS, BTOPUY-
HOMY TOBPEXICHUIO OJTUTOACHAPOILIUTOB, HAPYIICHUIO 1IEJIOCT-
HOCTU MUEJTMHOBOU 000JOUKU, MOBPEXKAECHUIO HEUPOHOB U UX
OTPOCTKOB, dHIOTeNUs, (POPMUPOBAHUIO CO BPEMEHEM TUIIEP-
IJIa3UU COCYAMCTOM CTeHKW U rMajuHu3aluu aprepuon [4, 8].
[ToBpexkaeHue apTepros npeapacrnoaraet K 60blieMy noBpe-
JKIEHUIO HEPBHOUM TKaHU B CBSI3U C MPUCOEAMHEHUEM BO3ICICT-
BMS1 Ha MaTOJIOTMYECKUIi TIpoliecc cocyaucToro ¢dakTopa [4, §8].

Ponb akTuBauun CK B natorese3e 3COHM

CK y yenoBeka mnpeacTaBisgeT codoii Habop 6eIKOB, Kak
pPacTBOPEHHBIX B ITa3Me KPOBM, TaK M DKCIIPECCUPYEMbIX Ha
MeMOpaHax KieTok opranusma [26]. B nopme CK BbImosHsIeT
3aLIUTHYIO (DPYHKIIWIO, OCOOEHHO MPOTUB OaKTEpPUATbHbBIX WH-
(hexkuuii, BbI3BIBAEMBIX WHKAICYJIUPOBAHHBIMU OaKTepUSIMU
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(Harpumep, Streptococcus pneumoniae, Haemophilus influenzae,
Neisseria meningitidies, N. gonorrhoeae) [27]. benku CK B3aumo-
NEACTBYIOT MEXIY CO00I 1 (POPMUPYIOT CAOXKHBIN Kackaj 61o-
XMMHWYECKUX peakiuii. B Havajze 3Toro Kackama HaXOmSITCS
«OEJIKM-IETEKTOPbI», PACIMO3HAOIINE PA3JIMYHbIE YYACTKU MO-
JIEKYJ1 MaTOreHHbIX KJIeToK. VX akTuBalusi MPUBOAMT K 3aITyCKY
Kackazaa MpoTEOJUTUUYECKUX peaKlrii, KOTOPbIi MHOTOKPAaTHO
YCUJIMBAET CJIA0bIi MePBUYHBIM CUTHAT, YTO TTO3BOJISIET CUCTEME
MOIIIHO pearnpoBath Jake Ha He3HAUMTEJIbHOE YMCIIO TaTore-
HOB M HapabaThIBaTh MUJUTMOHKI (pparmMeHTOB OenkoB CK, orm-
COHM3MPYIOIINX MeMOpaHy IaroreHa. B pesysibraTe mpomncxo-
AT 0Opa3oBaHUE MHOTOYMCIICHHBIX OTBEPCTUIA Ha €ro MeMOpa-
He U ToceayIolnit au3uc [28].

[Moseiienue aktuBHoct CK mo kjnaccuyeckomy MyTu
C peanuM3aumeid MEXaHU3MOB KOMILIEMEHT-OMOCPEIOBAHHON
LIMTOTOKCUYHOCTH SIBJISIETCS] HAaWBaXKHEWIITUM 3BEHOM I1aTore-
Heza 3COHM [9, 29]. MexaHu3Mbl KOMILIEMEHT-3aBUCUMOI
nuToToKcuyHocTH npu 3COHM u3ydyeHbl Ha 3KCIIEpUMEHTab-
HBIX MOJEJISIX in Vitro ¢ WCTOJb30BaHUEM KJIETOUHBIX KYJIBTYD
acTpOLIMTOB M (hparMEHTOB TKaHW CIIMHHOTrO Mosra [30-—32].
AxTuBanus kiaccuueckoro mytu CK HaumHaeTcst ¢ obpa3oBa-
HUS KOMIIJIEKCAa «@HTUTeH—aHTUTEI0» Ha TIOBEPXHOCTU acTpO-
nuTa u cBsg3biBanusg C1g-6enka ¢ Fc-dparmenTom AT k AQP4 ¢
3aITyCKOM KacKaja IMPOTeOJUTHICCKUX peaKiuii ¢ (hopMUpOBa-
HueM C3-KoHBepTasbl, KoTopas pacuierisier 6eaok C3 Ha C3a-
u C3b-dparmenTtsl. C3b-dbparmeHT, cBsi3biBasicb ¢ C3-KOHBep-
ta3oii, opmupyer C5-koHuBeptasy [28]. Ha aTom aTare Hauu-
HaeTcsl TepMUHaIbHast cragus aktuBanuu CK, korma paciiern-
sneHue oenka C5 Ha ¢pparmeHThl CS5a u C5b nMpuBOAUT K TOCIe-
JIOBaTeIbHOMY CBsI3bIBaHUIO ¢ GenkoM C5b 6enkos C6, C7, C8
1 Heckosbkux C9, B pe3ysbraTe 4yero Ha MeMOpaHe acTpOLIMTa,
NPOTUB KOTOPOW HANpaB/ieH MMMYHHBIA OTBET, COOMpaeTcst
MAK C5b—C9, npuBonsiuii Kk ero jusucy [9]. BcrpauBanue
MAK B MeMOpaHy KJI€TKW TPUBOIUT HE TOJBKO K HAPYIIEHUIO
OCMOTHYECKOTO OajlaHca U BO3MOXHOMY JIM3UCY, HO U K BBIXOIY
W3 KJIETKM MHOXECTBAa BHYTPUKIIETOUHBIX MOJIEKYT U OEJIKOB,
yTO BeleT K ee rudenu [28]. Coopka MAK Moxer uHrubupo-
BaThcs 0enkom CDS59, mopapisiomuii MexaHu3M KOTOPOTO Ha-
MpaBJieH Ha TepMUHAIbHBIC 3TaIbl ero dopmupoBanus [9], om-
HaKO ero akTHBHOCTb, KaK YIMOMHHAJIOCh paHee, B KYJIBType
KJIETOK «aCTPOLIMT—3HAOTEINI» HemocTatouyHa [16, 21]. Hus-
Kue ypoBHU 3kcrpeccun CD59 obHapyxeHbl Ha OJUTOACHAPO-
LIUTaX U HEMpOHax, YTO TakkKe 0OYCIOBIMBAET UX YYBCTBUTE/Ib-
HOCTb K KOMIUIEMEHT-3aBUCUMOI IIUTOTOKCUYHOCTH [9].

®parmenTtsl C3a u CSa SBISIOTCS MOIITHBIMU aHadMIaTO-
KCMHaMU, TIpuBJieKas B ovar BocnasieHus mpu 3COHM kietku,
nmetome C3a- m CSa-penenrtopsl, Takue Kak HEUTpOMWIIHI,
303UHOMWIBI, 0230(UJIbI, TYYHbIE KJIETKU, MaKpodaru, KIeTKu
mukporiuu [9]. C3a-pelienTopbl TaKKe 3KCIPECCUPYIOTCS Ha
akTUBUPOBaHHBIX T- U B-nmumdbouurax. [Ipsimas cBsI3b Mexay
akTuBHOCTHI0O 3COHM 1 nosbilieHHBIM YpoBHeM C3a B ChIBO-
pPOTKe MPOoJIeMOHCTpUpoBaHa B nyoaukauuu P. Nytrova u coasT.
[29], koTOpBIE MPETOKUIN UCMOIB30BaTh OLIEHKY YpoBHs C3a
B KauectBe Onomapkepa 3COHM. C3a paccMarpuBaeTcsl Kak
KJIIOUeBO# Meauarop akTuBauuu mukporiuu rnpu 3COHM, ca-
MOCTOSITEJIbHOE MOBPEXIAIOIIEE JEUCTBUE KOTOPOU ITPOAEMOH-
CTPUPOBAHO B HEIABHUX ITyOJMKALMSIX SKCIIEPUMEHTATIbHBIX
naHHbIX [33]. CK mpu 3COHM MoXeT oKa3bIBaTh IMTOBpEXIAI0-
1ee IeCTBUE Ha OJUTOACHAPOLIMTHI U HEMPOHBI, KOTOPHIC HE
comepxkaT AQP4, mocpeacTBoM MexaHU3Ma «IepeHOoca aKTHB-
Hoctn CK Ha cocemnmue kietku» (aHri. bystander effect) [34,
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35]. OnucaHo, 4To pacTBOpuMbIii Komiutekc C5b67, chopmupo-
BaBuiics ipu akTrBauy CK Ha TOBEpXHOCTH acTpoIuTa, ITy-
TeM muddy3un MOXeT IepeMelnaTbcss Ha COCeTHUE KIIeTKU
¢ dopmupoBanueMm Ha HuUx MAK [9]. Takxke noBpexaaroniuii
«bystander effect» Ha psimoM pacrnoyioKeHHbIE ¢ acCTPOLUTAMU
KJIETKM MOXKET pealM30BbIBAThCS W Tpu ydactuu AT-3aBucu-
MOM KJIE€TOYHOM LIUTOTOKCUYHOCTU B pe3yJibTaTe BO3MEHCTBUS
Ha HUX TPOAYKTOB NErPaHyJIsSIIUM aKTMBUPOBAHHBIX UMMYHO-
KOMIIETEHTHBIX KJIETOK [36].

Takum o6pa3oM, ¢ y4eTOM OTIMCAHHOTO TaToreHe3a, 0J10-
kupoBanne aktuBamuyu CK, 0cOOEHHO B €ro TepMHWHAIbLHOU
CTaJNu, SBJISIETCS KIIOYEBBIM MOMEHTOM, IPEISTCTBYIOIIUM
Pa3BUTHIO TTATOJIOTUYECKUX 9D (HEKTOB BCETO MMMYHOTIATOIOT -
yeckoro kackanga npu 3COHM ¢ AQP4-IgG. B Hacrosiee Bpe-
MsI OTHUM U3 JBYX 3aperMCcTpUpOBaHHbIX is JeueHus 3COHM
npemnapatoB cpeau uHruoutopo CK spisiercss aKyau3ymao,
KOTOPBI MMEET COOTBETCTBYIOLIee Moka3aHue Kak B Poccuu,
tak u B CLLIA u EBpone [2, 15, 37].

dkynnsymab - MAT, nopasnAawwee aKTHBHOCTD

KomnnemeHnTa npu 3COHM ¢ AQP4-1uG

(RAaHHbIE KNMHHYECKNUX UCCNEAOBAHNI)

DKynmu3yMab SIBIIIeTCS TyMaHU3UpoBaHHBIM MAT, KOTO-
poe MoAaBIsieT aKTUBHOCTh TepMUHAIbHOTO KomIuiekca CK ue-
JloBeka, 00J1afast BbICOKOM ah(UHHOCTBIO K ero C5-KOMITOHEH-
Ty. Kak cnemctBue, MOTHOCTBIO OJIOKUpPYETCS paciierieHre
koMnoHeHTa Oesika C5 Ha CS5a- u CS5b-¢parmMeHThl 1 0Opa3oBa-
HUE TePMUHAJILHOTO KOMILIeKca komremeHTa C5b-9. B urore
MpepbIBacTCSl MATOTEHETUYECKUI KacKal TMOBPEXIACHUS acTpoO-
uutoB nipu 3COHM [38]. MexaHu3M AeiCTBUS 9Kyau3yMada
MpeACTaBlIeH Ha pPUCYHKE.

DhGeKTUBHOCTh U 0€30MacHOCTh 3KyJM3ymMaba Ipoje-
MOHCTPUPOBaHBl B paMKaX MHOTOIICHTPOBOTO pPaHIOMU3UPO-
BaHHOTO TIalIe00KOHTPOJIMPYEMOTO TBOMHOTO CJIETIOTO MCCIe-
IIOBaHWSI, TIPOBOANMOTO C IIEJbI0 OIEHKH 3((HEKTUBHOCTH
1 6e30MacHOCTH TIPUMEHEHMS SKYyIM3yMaba y TaleHTOB ¢ pe-
uunuBupyomum ontukoHeBpomueautom (PREVENT study;
NCT 01892345) [38], a Takke B paMKaxX OTKPBITOIO UCCIIeI0Ba-
Hus (nponoskenue ucciaenoBaHust PREVENT, NCT 02003144)
[39]. B uccinenoBanun PREVENT, B KoTopoe Obl10 BKIIOYEHO
143 manuenTta ¢ 3COHM ¢ AQP4-1gG, skynu3ymad rnmpoaeMoH-
CTPUPOBAJI CHUXKEHHUE PUCKA Pa3BUTHSI 0OOCTPEHUS O CpaBHE-
HMIO ¢ TuTate6o Ha 94%. Yuncio nalueHToB, KOTOPbie He NMEIU
obocTpeHuii Ha 48-i1 Hemese, coctaBuiio 97,9%, Ha 96-i1 Hene-
e — 96,4%, na 144-it nenene — e xe 96,4%. COOTBETCTBYIO-
[ye II0Ka3aTeJiM B Ipymme Iutanedo cocraBwmm 63,2; 51,9
n 45,4% [38]. B rpymme skyu3ymaba (n=96) 060cTpeHus: oT™Me-
YaJIUCh TOJIBKO Y TPEX MallMeHTOB, MOTYJYaBIINX Oa3MCHYIO0 M-
MyHocynpeccuBHyto Tepanuio (MCT): nBoe — a3aTMONpPUHOM,
onvH — mukodeHosata Mmoberuiom [40]. OGoCTpeHUS Y ITUX
MalMeHTOB pa3BWINCh 10 60-if Hemenu Teparuu [39]. B rpyrmiie
MalMEeHTOB, MOJYYaBIIMX 9KyJM3yMad B KauyecTBe MOHOTepa-
nuu 6e3 conyrcTBytonieit MCT, k 144-it Heaene HaOIOAeHUS HE
BO3HUKJIO HU 0HOTO obocTpeHus [38]. B oTkpbITOE MccaenoBa-
Hue (nmponoskeHue ucciaenoBaHuss PREVENT) 6bu10 BKIIOYE-
Ho 119 manumentoB ¢ 3COHM c AQP4-1gG, B pamkax KkoToporo
BCE MallMEeHTHI MMOJIyJaan 9KyJanu3yMao. J1oms maimeHToB, KOTO-
pble He uMenn 00ocTpeHuii, Ha 48-it Henene coctaBuia 96,5%,
Ha 96-i1 Hemene — 95,6%, Ha 144-it Hemene — te xe 95,6%,
Ha 192-i1 Henene — 94,4% [39]. O6ocTpeHUst OTMEYATUCh TOJb-
KO y IIECTH MallMeHTOB, 0COOEHHOCTBIO KOTOPHIX OBLIO TIPUMe-
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Henue UCT B anamuese [39]. [1poBeneH moarpyrmnoBoi aHaIu3
pe3yJbTaTOB MOHOTEpaIuy 3Kyau3dymMadoM. B rpyrimne namueH-
TOB (n=21), mojJy4aBIIMX MOHOTEPAINIO IKYJIU3yMaOOM B pam-
KaX JBOWHOTO CJIETIOr0 M OTKPBITOTO MCCISIOBAHUS, He OBUIO
3aperucTpUpoBaHO odocTpeHuil. B rpynne nmauueHToB (n=12),
MOJyYaBIIMX IJale00 B paMKax ABOMHOIO CJIENOro ucciaeaoBa-
HUS U MOHOTEpANuio 3KyJ1M3yMadoM B paMKaxX OTKPBITOTO MC-
CJIeIOBaHUs, Y OJHOTO MallMeHTa OTMEYaI0Ch 00OCTPEHUE MEXK-
oy 36-i1 u 48-ii HemeIIMU JIeYeHUsT IKyau3ymaoom [41].

B uccinenosanuu PREVENT B rpynne akynau3ymaba ya-
11Ie TT0 CPaBHEHUIO C TI1a1e00 OTMEYaINCh TAKUE HEXKeTaTeIb-
HbIC SBJICHUS, KaK MH(PEKINU BEPXHUX IBIXaTeJbHBIX ITyTei
(31 1 19 cnyyaes Ha 100 maiieHTO-JIeT COOTBETCTBEHHO) U TO-
JioBHast 601k (55 u 38 ciayuyaeB Ha 100 mauuenrto-jer). Paznu-
Ui TT0 YaCTOTE BCTPEUAEMOCTHU IPYTMX HEXeTaTeIbHBIX SBJIC-
HUI, B TOM 4ucjie MHOEKIMU MOYEBBIBOASAIIMUX ITyTeil (26
u 24 cnydas Ha 100 maueHTo-JeT), BbISIBIEHO He ObL10. Bbut
3aperucTpUpoOBaH OAMH CJydyaiil JeTaJbHOIO MCX0[a B IpyIIe

9KyaM3yMaba OT dMITUEeMBbI JIETKUX, BBI3BAHHOU Streptococcus
intermedius n Peptostreptococcus micros, niocie 108-ii Hemenu
Teparnuu y malreHTa, KOTOPBI TakXKe MoIydall JOTIOJTHUTEIb-
HYyIO Tepanuio azaTuornpuHoM [38]. B pamkax oTKpbITOro mc-
cleIOBaHU DKyIM3yMaba yacToTa rojoBHo# 6omu (60,3 ciy-
yas Ha 100 mamueHTo-1eT) U UHGEKUMIT MOYEBBIBOASIIMX ITy -
teit (25,6 cayvas Ha 100 maMeHTO-JIeT) CYLIECTBEHHO HE 13-
MEHWIACh. YMEHBIIUIOCh YMCIO 3aperuCTPUPOBAHHBIX Ha
(boHe Tepanmuu 3KynIM3yMaboM ciiydaeB MH(EKIIMU BEPXHUX
npixatenbHbIX myTeir (20,8 cimyuas Ha 100 maumeHTO-JET).
Jpyroit 3HaUMMOI MH(POPMALIMU TT0 6E30TTaCHOCTH TTOJIYyIeHO
He ObLT0. CllyuaeB MEHMHTOKOKKOBOM WHMEKIIMM B paMKax
uccienoBanusi PREVENT u ero npomoikeHus He ObLIO 3ape-
ructpupoBaHo [38, 39].

PeROMEHOAUMK NO NPUMEHEHUID 3KYyNH3YMaba
B Tepanun 3COHM B noBceAHEeBHOW NPaKTHKE
(RaHHbBIE HAYYHOW NUTEpPATYpPHI)

PexomMenpauuu no HazHaye-
HUIO DJKyiu3ymaba MallMeHTaM
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reria ™ S F oAQbs- T KoumicaeET HUIO C MOHOTEpAIUE SKyIn3yMa
HIpaGoTKa ¥ N v KaHaJlaMu -, p Ky 3y
AQP4-IgG iy #2 &, rascTPowTax 8 6om. B. Hemmer [42] B cBoeM ai-
el TOpPUTME PEKOMEHIYET IIPU HaJIM-
AQP4-1gG

YUHW TMOATBCPXKIACHHOIO AMarHosa

3COHM c AQP4-IgG BbIOUpaTH

Ilamoeenes 3COHM ¢ anmumenamu k AQP4 u mexanusm deiicmeus sKyausymaoa.

ADCC (antibody-dependent cellular cytotoxicity) — anmumeno-3asucumas YumomoKCU4HOCMb;
CDC (complement-dependent cytotoxicity) — KOMNAEMEHM-3A8UCUMAS YUMOMOKCUYHOCb;
CDCC (complement-dependent cellular cytotoxicity) — Komniemenm-3asucumas KaemoyHas

yumomoxcuunocmo; CD59 — membpannwiii enukonpomeun, uneubupyrowuii popmuposarue MAK
Pathogenesis of NMOSD with antibodies to AQP4 and the mechanism of action of eculizumab.
ADCC — antibody-dependent cellular cytotoxicity; CDC — complement-dependent cytotoxicity;
CDCC — complement-dependent cellular cytotoxicity; CD59 — a membrane glycoprotein
that inhibits the formation of membrane attack complex (MAC)
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MpeXae BCero MeXIy PUTyKCHMa-
ooM (off-label) n skynuzymadbom
(rmocJie BTOpOTro 3mu3oaa 000cTpe-
Hus). Hemenkue skcnepTsl coo0-
MIAIOT, YTO BJKyauM3ymal cleayer
TMPUMEHSITH Y MAalUeHTOB C pelu-
nuupyomuM 3COHM ¢ AQP4-
IgG mocie TIIATENBHOW OLIEHKU
COOTHOIIEHUSI [T0JIb3a/PUCK C yde-
TOM aKTUBHOCTU 3aboJjieBaHUS
W BO3MOXHBIX aJbTePHATUBHBIX
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MeTonoB JieueHus [42]. [lepexon Ha 5Ky IU3yMad peKOMEHIYeT-
csl B cllydyae o0ocTpeHUit Ha (hOoHE Teparuu PpUTYKCUMaOoM,
a3aTMONPUHOM, MUKO(pEHOoIaTa MOGETUIOM C YIeTOM ITPUH-
UTTHATLHO WHOTO MeXaHM3Ma JCHCTBUS TperapaTa, a Takke
Ha (poHe uHoit Tepanuu 110, korga coxpaHsieTcss aKTUBHOCTh
3aboseBaHus [42]. E. Shosha u coaBt. [43] cunTaloT, 4TO BKYJIM-
3yMab ciieyeT Ha3HayaTh MallMeHTaM C BBICOKO arpeCCUBHBIM
TeyeHUeM 3abosieBaHUsI (IBa M 0oJiee MHBAIUAMZUPYIOLINX
000CTpeHus B TeueHue 1 roga) win npu HedaPOEeKTUBHOCTH Te-
panuu ogHuM U3 MAT (putykcumad, uHEOUIU3ymMad, TOLUIM -
3yma0, caTpaiu3ymad). M ToibKO B cilyyae HEBO3MOXHOCTU
Ha3HAYUTH IKYIN3yMal y MallMeHTOB C arPECCUBHBIM TeUeHUEM
3COHM crenyeT ncnoJib30BaTh TEPANUIO TOLUWIN3YMaOOM WU
caTpaan3ymMaboM B KOMOWHAIINY € a3aTUOTIPMHOM, MUKO(DeHO-
Jata ModeTusoM WM MeTtoTpekcatoMm. PaGoyas rpynna
NEMOS (Neuromyelitis Optica Study Group) B aroputMe Ha-
3HAYEHUS JOJTOBPEMEHHON MPEBEHTUBHOU Tepanuu y mnaiu-
eHToB ¢ 3COHM ¢ AQP4-1gG npennaraet UCIOJb30BaTh IKY-
nu3ymad (rmocjie BTOpOro o00CTpeHus1), paByinu3ymad, nHeOu-
n3ymMad, pUTYKCMMaOd M caTpaJuM3ymad B KayecTBE Teparuu
MepBOTO BHIOOPA, a TAKXKE MEePEeKII0YaThCs Ha JIeYeHUE Ky -
3yMaboM B ciIydae o00oCcTpeHUs Ha (poHe Teparuv OMHUM U3 BbI-
meykazaHHbIX AT (Kpome paBynmm3ymaba), TOLMIN3yMaboOM,
a3aTUONPUHOM WU MUKOodeHosata ModeTusioM [15]. ABTOpbL
YKa3bIBalOT Ha HEOOXOAMMOCTD TIPU BBIOOPE Teparuul YIUThI-
BaTh TSLKECTh OOOCTPEHUI M CTEIIeHb BOCCTAHOBJICHUSI TTOCIIe
HUX, 93 GEKTUBHOCTD M CKOPOCTh Havajia AeMCTBUS IperapaTa,
npoduiab ero 6€30MacHOCTH, KOMOPOUAHOCTh, BOIIPOCHI Iia-
HUPOBaHUSI CEMbHU, MPEANOUYTEHUSI U MPUBEPKEHHOCTh TMally-
eHTa Tepanuu, a Takxke psa Apyrux ¢pakrtopos [15].

B 2022 r. poccuiickumu 3KcnepraMu Obljia Ony0JrMKoBa-
Ha cTaThsl «KOHCEHCycHOe MHEHHE IO BEACHUIO TMallieHTOB
¢ 3a00J1€BaHUSIMU CIIEKTPa ONITUKOHEBPOMMEIUTA: BOITPOCH
TepMUHOJIOTUNU U Tepanumn» [2]. KoHceHCYyCHBIIT COBET 3KC-
neptoB (KCD3) cornacosan mects mpoduicii MalueHTOB
¢ 3COHM c AQP4-1gG B Bo3pacTe 18 jieT u ctapiiie, KOTOPbIM
MOXeET ObITh PEKOMeH10BaH aKyan3yMad. KCD rnocie aHanu-
3a OMyOJUKOBAHHBIX PE3yIbTaTOB KIWMHUYECKUX MCCIIENIOBa-
HUI 1 MEXIYHapOIHBIX KOHCEHCYCHBIX peKOMEHIALINH TTpeI-
JIOXKWJT aJITOPUTM Ha3HAYEHUST Tepariy IUTsl TIPEay T PEeXICHUS
oboctpeHuii y nauueHToB ¢ 3SCOHM ¢ AQP4-1gG. Ha3zHaue-
HUE 9KyJIu3ymMaba BO3MOXHO C MOMEHTa Pa3BUTUSI BTOPOTO
o0ocTpeHus. DKyau3yMad sBJIsieTcsl IperapaToM BbiOOpa U3
3aperucTpUupoBaHHBIX B Poccuu 1eKapCcTBEHHBIX CPEACTB IS
MalMeHTOB ¢ BbICOKOI akTuBHOCTHIO 3COHM ¢ AQP4-1gG.
Bricokas aktuBHOocTh 3COHM — kmMHMYecKast XapaKTepu-
cTHKa 3a00JIeBaHUs Y MALIMEHTOB, HE MOJIyJarolIuX TepaIuio,
TPeayTNPeXaaloNlyio pa3BUTUe 000CTPEHW, B BUIE HATUUUS
IBYX 000CTPEeHUI 3a MOCeTHUIA TOM, WJIN TPeX 000CTpeHMT 3a
rmocieaHue 2 rona (M3 HUX OHO — 3a TTOCJIeIHUI TOT) He3aBU-
CHMO OT WX TSDKECTU, W/WJIM OTHOTO TSIKEJIOro 00OCTpPeHMUS
[2]. B oTnenbHBIX cilyyasix MOXET ObITh PACCMOTPEHO Ha3Ha-
YyeHMe DJKyJauM3yMaba IMaluuMeHTaM C PpeUuIUBUPYIOIIUM
3COHM ¢ AQP4-1gG 6e3 npu3HaKoB BbICOKOW aKTMBHOCTU
[2]. C yyeToM pe3ynbTaTOB KJIMHUYECKUX UCClIenoBaHui |38,
39], mpenapaT MoxeT Ha3HavaTbcsa mnamueHTam ¢ 3COHM
¢ AQP4-IgG kak B KauecTBe MOHOTepaluu, TaKk U Ha (GoHe
WCT [2]. [TauneHTy MOXET OBITh PpEKOMEHI0BAaH 3KYyIU3ymMao,
eclii Ha (poHe Tepalmy PUTYKCUMaOOM, a3aTUOIIPUHOM, MU-
kodeHonata MoheTUsIOM, caTpaIu3yMaboM WIIN TOLMIA3yMa-
00OM pa3BUIJIOCH 00OCTpeHUE 3a00JIeBaHUSI, YTO YKa3biBaeT Ha
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PE3UCTEHTHOCTb K MPOBOJUMOMY JIEYEHUIO, UJIU OTMEYAETCS
HernepeHocuMmocTh Tepanuu [1I1O0. Hanuuue MuactreHuu rpa-
BHC KaK COITyTCTBYIOIIETO 3a001€BaHUS TAKXKE MOXKET paccMa-
TPUBATHCS KaK JOTMOJHUTEIbHAS OMLUS MPU UHULIMALIUU Jie-
yeHusi. HasHaueHue skynau3ymada 1 HaGIOJeHNE AllMEHTOB
Ha (oHE ero MpUMEHEHUs TOJKHBI MPOBOAUTHCS COTJIACHO
MJIaHy YIpaBAeHUS] pUcKaMu, KOTOPbIN Takxke ObUT 00CyXKIeH
u cornacoBadH KC3 [2].

NlononHuTtenbHbie cBeAeHna o6 akynnsymabe

ANA KANHUYECHKON NPARKTHKH

S. Chatterton u coaBt. [44] omyOAUKOBaIM OMKMCAHUE
KJIMHUYECKOTO clydasi paHHEro MCTIOJIb30BaHUS IKYIU3yMa-
6a y nmauueHta ¢ 3COHM ¢ AQP4-1gG npu oboctpeHuu, pe-
3UCTEHTHOM K Teparuy TITIOKOKOPTUKOUIAMM M TLJIa3M000-
MeHoM. [IpumeHeHMne aKynu3ymada CmocoOCTBOBAIO CTaOU-
JIM3aLMU COCTOSIHUSI M YaCTUYHOMY perpeccy CUMIITOMOB.
ABTOpBI CBA3BIBAIOT 3(P(PEKT ¢ MEXaHU3MOM JIEICTBUS IKYJIU-
3yMaba M TpeajaraloT pacCMOTPETh BO3MOXHOCTb MPOBeEe-
HUSI paHIOMM3UPOBAHHBIX KOHTPOJIUPYEMBIX MCCIEIOBAaHUI
TSI OTIPEIeICHUST BO3MOXHOCTH MCITOJIb30BaHUS 9KYJIU3yMa-
6a B neuyeHnu oboctpeHnit 3COHM. IlepcrnieKTUBBI paHHETO
Hayvayia Bo BpeMst obocTpeHus Teparmuu [1I10, koTopsie 610-
KUpYIOT akTUBHOCTHb CK, 06cykmaloTcst U APYrUMHU aBTOpaMu
[15]. Cpoku HacTyruieHUs TOJIHOTO KJIMHUYECKOro 3 dexkra
akyauzymaba npu 3COHM TouHo He u3BecTHbI. [1pu aHanu-
3¢ pesyabratoB ucciaenoBanusi PREVENT u ero npomoke-
HUST OOHApPYXXEHO, YTO Ha (pOHE MOHOTEpAITMU IKYIU3yMadOM
B MEPBBIi roj JieueHUs: U3 33 maluMeHTOB 000CTpeHHEe pa3BU-
JIOCh TOJIBKO Y OJHOTO B MEpUOA MexXay 36-ii u 48-it Hemensi-
MU Tepanuu. B mocienymoliiem 10 KOHIIA OTKPBITOM (ha3bl Mc-
ciaenoBaHMs (MeauaHa HabmoaeHus — 2,8 rona [14 Hen; 5,2 ro-
nal) oboCTpeHUit HU y KOro He oTMeyvanoch [41]. Y manueH-
TOB Ha ¢oHe Tepanuu 3kyanzymabom + MCT oTrmedanoch mo
OHOMY OOOCTPEHUIO Y IBYX MAIIMEHTOB U3 75 B MEPBHIA roj
JICUCHHUSI, a TAaKXKe Y OJHOTO MalMeHTa B TIEpUOa MexXay 48-it
u 60-if HemenssMU Tepanuu (HEIMOCPEACTBEHHO Iocie 48-ii
HeJleJIU, COTJIACHO MPEeNCTaBICHHBIM JaHHbIM) [39]. B oTKpBI-
Toit (haze 3apeructpupoBaHo uiecTb oboctpeHuit 3COHM
y MalMeHTOB, MOJyyaroluX Tepanuio 3Kyau3ymabom, KOTO-
pble uMenu B aHamHe3e ykaszanus Ha UCT. M3 Hux tpu 060-
CTPEHUS Pa3BUJIMCH Y IBYX MAllMEHTOB B MEPBbIN IO, MO Of-
HOMY — Y IBYX MallMEHTOB BO BTOPOIii rof (1o 72-ii Hemenaun)
u ogHO — Ha 192-it Henene neyenusi. [Ipu 3ToM Her ykasa-
Huii, Ha KakoM atane MCT 6blsta OTMEHEHa B OTKPBITOM (haze
uccaenoBaHus, 9YTo 0bu10 momyctuMbiM [39]. CortacHO KOH-
CEHCYCHOMY MHEHHUI0 uJieHOB paboueit rpynmsl NEMOS,
noHbIN 3 dekT sxynu3ymaba y manueHtoB ¢ 3COHM pa3s-
BUBAETCS HEMEIJIEHHO — B TeueHue 1—2 Hen mocje Havajla
tepanuu [25]. OnHaKO Yy €AMHUYHBIX MAllMEHTOB, C YYETOM
pe3yJbTaTOB KJIMHUYECKUX uccienoBanuii [19, 21], ato mMo-
KET 3aHUMaTh 0oJiee JIUTeIbHOE BpeMsl. DKyIu3ymMad, puTy-
KCcUMab U a3aTUOINPUH paccMaTPUBAIOTCSI KaK OTHOCUTEIbHO
Oe3omacHbie BO BpeMsl OEepeMEHHOCTHM Yy MalMEeHTOK
¢ 3COHM |14, 45]. 1o MHEHUIO 3KCIIEPTOB, TepaIus dKYJIU-
3yMaboM, paByIu3ymMaboM, pUTYKCMMaOOM, TOLIMJIM3YyMaOOM,
a3aTUOTIPUHOM BO BpeMsl OEPEMEHHOCTH MOXET OBITh MPO-
IOJIKEHA IS TIpeaynpekaeHUsS 000CTPeHUI MOCIe TIIaTeab-
HOM OLIEHKM COOTHOLIECHUSI PUCKOB U MOJIb3bI, HECMOTpPS Ha
TO YTO JIaHHbIE MO 0e30MacHOCTU U IPDHEKTUBHOCTU y Oepe-
MEHHBIX HEOCTaTOUYHHI [15].
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3aKknwyeHune

Iosbimenue akruBHocTr CK 110 €ro K1accu4eckoMy ImyTu
¢ peayM3anueil MEXaHM3MOB KOMILIEMEHT-OIIOCPEIOBAHHOM LM~
torokcuuHoctu ipu 3COHM ¢ AQP4-1gG sBisiercsi HauBaxk-
HeWIMM 3BeHOM TaToreHe3a 3abosieBaHus. [Ipemapar aKkymm3y-
Mab TpenynpexaaeT pa3BUTHE TabHEHIero Kackama NMMYHO-
MaTOJIOTMIECKUX peakKIMii Oiaromapsi OJOKMPOBAHUIO TEPMM-
HanbHOM craguu akTuBauuu CK. Ero Bbicokasi 3(h(heKTUBHOCTh
U OJIarorpusITHBIN NPOpUIbL 0E30IMaCHOCTU MTPOAEMOHCTPUPOBA-
HbI B KIMHUYECKUX MCCIIENOBAHMIX. DKYIN3yMa0d MOXHO Ha3Ha-
yaTh ¢ MOMEHTa pa3BUTHs BToporo odboctpeHuss 3SCOHM. OH sB-

JIIeTCSI TIperapaToM BBIOOpA Y TIAIMEHTOB C BBICOKOAKTUBHBIM
peumnuBupytommmM 3COHM ¢ AQP4-1gG, a Takke peKoOMeHTy-
eTcs MPU Pe3UCTEHTHOCTH K Tepanuu apyrumu [1T10. B otaens-
HBIX CJTyJastXx MOXKeT OBITh PACCMOTPEHO Ha3HAYEeHHE IKYIU3yMa-
6a npu peunausupytoiieM 3COHM ¢ AQP4-IgG 6¢e3 npr3HakoB
BBICOKOI aKTMBHOCTH TPU OLIEHKE COOTHOLLUEHUS MOJb3a/PUCK.
ITpu 3TOM HEOOXOIMMO CTPOroe COOJIIOAECHUE PEKOMEHIYEMOIO
IJ1aHa yrnpasieHus: puckamu. [IpeacraBisieTcs: mepcrneKTBHBIM
MpUMEHEeHNEe OJKyiu3ymaba B KyNUPOBAHUM OOOCTpPEHMUIt
3COHM c yyeToM MexaHU3Ma €ro ACMCTBUSI, HO JIJIST 9TOTO Tpe-
OyeTcst TpoBeNeHNe KIMHIYECKUX NCCIeI0OBaHU.
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