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3aboneBaHus crnekTpa ONTUKOHEBPOMUENUTA — PEAKNE XPOHUYECKUE ayTOMMMYHHbIE BOCMANUTESIbHbIE AeMUENUHU3UPY-
fowye 3a60NeBaHMs LEEHTPaNbHOM HEPBHOI CUCTEMBI. YUUTHIBAS, YTO HApACTaHUe HeBPONOrMYecKoro geduumnta npu 3a6o-
NIeBaHUAX CMEKTPa ONTUKOHEBPOMUENUTa 06YC0BNEHO NPeNUMYLLECTBEHHO NOBTOPSIOWMMUCS 0BOCTPEHUAMH, 3a[aum
(hapmakoTepanuu BKKOYAIOT KyNUPOBaHMe PELMAMBOB U npegynpexneHue ux passutus. MHbopmauus o nokasaHusx
K Ha3HaYeHuIo Tepanuu 1 NoTeHLMaNbHbIX N06OYHbIX 3h(eKTax NpenapaTtoB HEOOXO[MMA ANs YETKOW OLEHKU NOTeHLU-
asbHbIX MPEUMYLLECTB U PUCKOB ANt NALMEHTOB C 3a601€BaHUAMM CMIEKTPA ONTUKOHEBPOMUENUTA B KAXKAOM UHAUBULY-
anbHOM Cryyae.
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Neuromyelitis optica spectrum disorders are rare chronic autoimmune inflammatory demyelinating diseases of the cen-
tral nervous system. Considering that the increase in neurological deficit in neuromyelitis optica spectrum disorders is
mainly due to repeated exacerbations, the goals of pharmacotherapy are represented by the relief of relapses
and the prevention of their development. Information about indications for therapy and side effects is necessary
to identify the benefits and risks for patients with neuromyelitis optica spectrum disorders in each individual case.
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3abojeBaHMsl CIEKTpa ONTUKOHEBPOMMEIUTA
(3COHM) — penkue XpoHUYECKIE ayTOMMMYHHBIE BOC-
MajJuTebHbIC JeMUEeIMHU3UPYIOLINE 3a001eBaHMSI LIEHT-
panbHOIt HepBHOIT cucteMbl (LIHC). Tsokects TeueHUs
00ycJI0BlIeHa, KaK MPAaBUIIO, IIOBTOPSIIOLIMMUCS ayTOUM-
MYHHBIMU aTaKaMy Ha 06€J10K BOJHOTO KaHaJla aKBaIopu-
Ha 4 (AQP4), MmakcMaJIbHO SKCITPECCUPYEMBII B TIEPBYIO
oyepeab B 00JACTU 3PUTEIbHBIX HEPBOB M CITMHHOTO

mo3ra. [11st 60JbIIMHCTBA MALMEHTOB XapaKTepHO peLu-
IUBHUpYIOIee, a He MoHO(a3Hoe TeueHue. O0OoCTpeHUs
YacTO MPUBOIIT K CJIETIOTE U BRIPAXKCHHBIM Iape3aM, TsI-
KeJ10e 000CTpEeHNE MOXKET 3aKOHUUTHCS JIeTanbHOo. Cpenu
neMmuenHu3npyonmx 3adonesannii HHC 3COHM meHee
pacIIpoCTpaHeHBI, YeM pacCesTHHBIN CKIIEPO3, U OTJIMYa-
I0TCSI BRICOKOCTICITU(DUICCKIM CEPOIOTMIECKIM OroMap-
kepoM — umMmyHorinooynmnmHoM G Kk AQP4 (AQP4-1gG),
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BoisiBiIsieMbIM Y 70—80 % nauueHToB. ITockobKy Hapa-
CTaHWE MHBATUIN3AILIUY O0YCIOBICHO MMEHHO TSKECTBIO
ITOBTOPSIIOIINXCSI 000CTPEHNUI, OCHOBHASI 11JTh TePaITiy —
n30eXKaTh CePhE3HBIX MHBATMAN3UPYIOIINX ayTOMMMYHHBIX
arak y mauueHToB ¢ 3COHM [34].

B 6onbmmHcTBe ciydaeB 3COHM accoummpoBaHbl
¢ obpaszoBanueM aHtuten K AQP4, omHako He MeHee
yeM y 10—20 % nauuentoB ¢ 3COHM He BBISBISIOTCS
ayToaHTHUTeJa 3Toro Tuia. McciemoBaHUsT MmoKas3ajw,
YTO Y JAaHHOM ITOATPYIIIIBI OOJIBHBIX, a TAKXKE Y ITAIIMEHTOB
C M30JIMPOBAHHBIM MOTIEPEUHBIM MUESIIMTOM WJIU OTITHYC-
CKMM HEBPUTOM BBISBISLIUCH [gG-aHTUTENa K MUETTMHO-
BOMY OJIUTOICHApPOLIMTapHOMY ImKomnporenHy (MOG-
IgG). B wactu cayyaeB He ymaeTcsT BBISIBUTh KaKOM-T100
OrmoMapKep — TaKye MallMeHThI OTHOCSITCS K CEpOOTpHUIIa-
TeJIbHBIM [31].

IlaTorene3. B ocHoBe 3a001eBaHUSI JIEXKUT XPOHUYE-
CKMIi ayTOMMMYHHBI Tiporiecc. Cunrtaercs, yto y AQP4-
MOJIOXUTENbHBIX nmanueHToB AQP4-IgG mpoHukaet
B LIHC nyTeM sHI0TEIMaIbHOTO TPAHCIIMTO3a MU B 00-
JIACTH TIOBBIIIICHHON ITPOHMUIIAEMOCTH reMaTO3HIIe(amm-
yeckoro Oaprepa (I'SB) u cBs3pIBaeTca ¢ OeIKOM
TpaHCMeMOpaHHBIX BOMHBIX KaHanoB AQP4 (Haubomee
pacnpoctpaHeHHbIMU n30gopMamu AQP4 B LIHC aBng-
1o1cst M1 1 M23, 1 UX OTHOCUTETHOE KOJIMYECTBO MOXKET
BHOCHUTD BKJIQJ B Pa3iduMs I10 XapaKTepy MOpaxkKeHUs
U TSDKECTH 3a00JIeBaHMUsI ), pACIIOIOXKEHHBIM Ha MeMOpaHe
HOKEK aCTPOIIMTOB, YYACTBYIOIINX BMECTE C KAIMLISIpAMH
B (popmupoBannu 'DbB, a Takke Ha 3TIEHIMMHBIX KJI€TKaX
LIHC. DT0 mpMBOIUT K ITOBPEXKICHUIO aCTPOIIUTOB, TIpe-
WMYIIECTBEHHBIM MEXaHM3MOM KOTOPOTO CITY:KUT KOM-
IUIEMEHT-OIIOCPEIOBaHHAS IIMTOTOKCUIHOCTE: AQP4-1gG
oTHocuTcA K rtogkiaaccy IgG1, KoTopbiii aKTUBUPYET CU-
CTeMy KOMIUIEMEHTA. AKTUBALIMS KOMIUIEMEHTA IIPUBOIUT
K 00pa30BaHUI0 MeMOpaHOAaTaKyIOIIEro KOMILIeKca, OIo-
CpeAyIOIIEro MMTOTOKCHUYECKOe AeCTBUE HA aCTPOIIUTHI
IyTeM 00pa30BaHUs ITOP Ha KIETOYHOM MeMOpaHe (KOM-
IUIEMEHT3aBUCUMAas IIUTOTOKCUYHOCTD). Takxke hopMu-
PYIOTCSI IMPOAYKTHI aKTUBAIlUM KOMILJIEMEHTa, TaKue
kak C3a u C5a, KOoTopble YCUJIUBAIOT HEMPOBOCITAJICHNE
3a CYET CBOMX XeMOTaKCMIeCKUX 3(P(PeKTOB ¢ MHDUIBTpa-
L1eil HeUTpoUIIOB, 303MHOMWIOB U MaKpodaroB B TKa-
Hu IITHC, a Takoke 3a c4eT aHTUTEI03aBUCUMOI KJIETOUYHOM
mutoTokcmyHocTh. [1pu HopManbHOM cocTosiHuu B LIHC
OTCYTCTBYET MHULIMATOP KacKaga KoMmruiemeHTa Clq. Cre-
JIOBaTeJIbHO, IIepBOHavYabHOE ITpoHnKHOBeHe AQP4-1gG
B LIHC u cBs13piBanHme ¢ actpounTapHbiM AQP4 He akTu-
BUPYIOT KOMIUIEMEHT. He3aBrucumMbie OT KOMILIEMEHTA
MeXaHU3MBbI BaxXHbI 115 matopusunonorun 3COHM, oco-
OEHHO JIJIsI paHHETO pa3BUTUS MTOBpexkaeHUi. Baaumoneri-
ctBue AQP4-IgG c acTpoumTaMu MPUBOAUT K YCUIICHUIO
PETYJISILIMKI U CEKPELIMH ITPOBOCTIATUTEIbHBIX ITIMTOKUHOB,
XEMOKWHOB U IPYTUX MEAUATOPOB BOCTIAJIEHUS] U OKUCIIU -
TEJIBHOTO CTpecca. DTU BOCIIAIATEIbHBIC MEANATOPHI MOTYT
MIPUBOINTD K aKTUBALIMU 1 TIposicepaliiyi MUKPOTJINH,

4

aKTUBaLlMM MakpodaroB U MHPUILTpaUIUU HeHATpohu-
JIOB/203MHO(DUIOB, HA0TI0MaeMOM B ITOPAXKEHHBIX TKAHSIX
IIHC. BeipaxkeHHast akTUBALIMsI MUKPOTJIMY HaOIIOgAeT-
cs1 B 00JIaCTH area postrema, APYTUX O0IACTSIX CTBOJIA MO3-
ra m oJarax mopaxkKeHusl CIIMHHOI'O MO3ra y IallieHTOB
¢ 3COHM. AxtuBupoBaHHas MUKPOLJIMS U MakKpodaru
sKcnpeccupylot petentopsl Fe st cBsa3biBanus IgG. Cs-
3piBaHue penentopoB Fc ¢ yacteio Fc AQP4-IgG, cBs3an-
HOI C acTpOLIMTaMM, 3aITyCKaeT BHICBOOOXKIECHUE IIUTO-
TOKCUYECKUX COENUHEHUNW U AOMNOJHUTEJIbHBIU
actpouuTapHblii (paromuTo3. CasassiBanue AQP4-IgG
C acTpolMTaMM YBEJIIMUYMBAET NMpoHHIaeMocTh ['DB,
YTO MPUBOIUT K ACTPAHY/ISIIIUM €CTECTBEHHBIX KJIETOK-
KWIJIEPOB W JOTIOJTHUTEIBHOMY IIUTOTOKCUIECKOMY BO3-
neiicTBuio Ha acTpouuThl. [lociemyromiee pa3pylieHue
I'Sb u cekpennst MpPOBOCTIATUTEIBHBIX IIMTOKMHOB [47]
1 XeMOKWHOB IIPUBOIAIT K IIPUBICYCHUIO TPAHYJIOLINTOB,
MakpodaroB 1 303MHO(GUIOB, KOTOPhIE B JaJbHEMIIIEM
paspymaior 'Db 1 BroprdHO 1ToBpeKaaIoT OJIUTOIEHIPO-
LIUTHI (KOTOpBIe He aKcrpeccupytoT AQP4), BrI3bIBas ne-
MUEIMHU3ALINIO, TIOTEPIO HEMPOHOB U T. 1. [23, 31]. OgHum
13 IUTOKMHOB, BBIIEISICMBIX TTOBPEKIEHHBIMU KJIETKAMH,
siBIsieTcst uHTepieiikut 6 (MJ1-6) — nepBUYHBIM pETyJIsSITOP
OCTPOTr0 ¥ XpOHMUYECKOTO BOCITAJICHMSI, CITOCOOCTBYIOIIMIA
BO3HUKHOBEHMIO 1 ITOAACPXKAHUIO PA3IMIHBIX ayTOUMMYH-
HBIX ¥ BOCIIAJIMTE/IbHBIX 3a001eBaHuit. YJ1-6 MOXeT BIUsITh
Ha akTUBHOCTH 3abosieBanus mpu 3COHM, criocobcTBys
BbDKMBAHMIO TUIA3MO0JIACTOB U TAKUM 00pa3oM CTUMYIUPYSI
cexpennio AQP4-IgG, a TakKe cHMXas LIETOCTHOCTb
1 dyHKImoHabHOCTL 'O 1 yBenmmuuBasg guddepeHim-
POBKY M aKTUBALIMIO TTPOBOCTIAIUTEIBHBIX T-TUM(OIIMTOB.
ITonyuyens! naHHbIe, uTO YpoBeHb MJI-6 10CTOBEPHO MOBBI-
IIIeH B IepeOPOCITMHAIBLHOM XXUIKOCTA M CBIBOPOTKE ITa-
menToB ¢ 3COHM [27,36,48]. Komuectso MJI-6 Koppe-
mupyeT ¢ ypoBHeM AQP4-IgG u ypoBHEM TJIMAJILHOTO
pudprLIsIpHOTO OC/TKa — MHANKATOPA ITOBPEKICHUS aCTPO-
1mToB [49]. B onHOM 13 nccnenoBanmii KoHueHTparys UJI-6
B LIepeOPOCITIMHAIBHOM X KWIKOCTH, paBHas 7,8 1r/Mi1, ObLia
MpeUTosKeHa B KAYeCTBE ONTUMAIbHOTO TIOPOTOBOIO 3HaUe-
Hust st iuarHoctuk 3COHM [50]. [TokazaHo, 9T0 MHTH-
ouposanue MJI-6 yaydiaeT KOHTPOJIb HaJl 3a00JIEBAHUEM.
CuenoBateibHO, peuentop UJI-6 (MJI-6R) npencrasisieT
€c000i1 MHOrooO€eIIAIIYI0 TeparleBTUYECKY0 MUIIEHb
st mpenorBpaieHust peunaupos 3COHM.

XOTSI 9TUOJIOTUS ¥ MEXaHU3MBbI, 3aITyCKAIOIINe IIPO-
nykuuio ayroanTuten K AQP4 mpu 3COHM, okoHuaTe b-
HO HESICHBI, B-KJIeTKY oTpeneIeHHO UTParoT BaXKHYIO POJIb
B nmaTopu3nonoruu. IIpon3BoacTBO MaTOreHHBIX BBICOKO-
apdunHbIX AQP4-1gG Tpedyet Hanmuusa B-kineTok mams-
TH, ayTOPEaKTUBHBIX 10 OTHOLIeHUIO K AQP4, miig nocie-
nytouiei nuddepeHIMALMKA B TUIa3MO0IaCcThl U 3peJible
IUIa3MaTUYeCKNe KIETKH (KJIETKU, CEKPETUPYIOIIEe aH-
TUTENA), KOTOphie OymyT mpoayinpoBatb AQP4-IgG. bei-
JIO TI0KA3aHO, YTO B Mepu(pepruIecKoil KpOBHU MAIIMEHTOB
¢ 3COHM, cepononoxutenbHbix mo AQP4-IgG,
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YBEJIMYMBAETCS KOJIMUYECTBO I1a3M00J1acTOB. I10CKOIBbKY
putykcrMad (off-label) addekruser y marmenToB ¢ 3COHM
0e3 3HAYUTEIBHOIO ITaJCHUSI CHIBOPOTOUHBIX TUTPOB
AQP4-IgG, B-keTku, BeposITHO, BHOCAT BKJIaJ B IMaTO-
dusnonormo 3COHM mocpeacTBOM APyrux MEXaHM3MOB.
JlaHHBIe MEXaHU3MBbI BKITIOYAIOT CEKPELIMIO ITPOBOCTIAIM -
TEJbHBIX IIMTOKWUHOB U TIPE3CHTAIINIO aHTUTEeHA TSI aKTH -
Bauny T-KJIETOK MyTeM IIpencTaBIeHUs ayTOaHTUTeHa
Yyepe3 INIaBHBIN KOMITIEKC THCTOCOBMECTUMOCTH KJlacca
II ¢ mocnenyrommm pa3sutueM T-kiaeTok B AQP4-ayro-
peaktuBHble CD4+-T-(houmKysipHbIe BCIIOMOTraTeIbHbIe
Ketku [31].

3abojieBaHNUE CTIEKTPa ONITUKOHEBPOMMEINTA C AaHTH -
telaMu K MOG KIMHUYECKM XapaKTepU3yeTcsl MpPeruMy-
IIECTBEHHBIM ITOPakKeHEM 3PUTEIHFHOTO HEpBa M CITMHHO-
ro Mo3ra Bo Bpemst oboctpeHuii. Ha ero momto nipuxonurcst
10 40 % nauuentoB ¢ 3COHM, KoTopbIe SIBIISIIOTCS CEPO-
OTpULIATEIbHBIMU B OTHOLIEHUH aHTUTe]l K AQP4. OnHako
B otiiune ot AQP4, KOoTophlii ABIsIeTCS aCTPOLUTAPHBIM
oeskoM, MOG skcnpeccupyeTcs Ha BHEIITHEN TTOBEPXHOCTH
muenuHa B LTHC. TakuM 00pa3om, UMMYyHOOITOCPEIOBaH-
Hble ataky TIpoTuB MOG, TT0-BUANMOMY, HOCSIT B TIEPBYIO
odepenb IeMUETUHU3UPYIOIINI XapaKTep 10 CPaBHEHUIO
¢ AQP4-cepornonoxutenbHbiM 3COHM |7, 40].

Kpurepun muarnoctuku. CeporonoxuteabHocTh IgG
K AQP4 B xoHTeKCTE BocTianuTebHoro nopaxeHnus: LIHC
BO BpeMs1 000CTpeHUsI, 0COOEHHO B 00JIaCTH 3PUTEJILHOIO
HepBa WM CIIMHHOTO MO3Tra, — 3TO BCe, UTO TpeOdyeTcs
s moaTBepxkaeHus auarHo3a 3COHM Ha ocHOBe HO-
BEMIINX KIMHUIECKNX KpUTepreB. CepooTpUIIaTeIbBHOCTD
st IgG kK AQP4 TpeGyeT COOTBETCTBUST Pa3IMYHBIM 10~
MOJIHUTEIbHBIM KpUTEpUSIM [54].

Jnarnocrmaeckne kpurepuu 3COHM. Unentuduka-
st AQP4-IgG B 2004 1. 3HaunTeIbHO OONerynnaa qudde-
pennuanuio 3COHM ot paccessHHOro ckjiepo3sa [33].
B 2006 1. BeisiBienne AQP4-1gG Obl10 BKIIOYEHO B ITEpe-
CMOTpeHHbIe KpuTepun auarHoctuku 3COHM [54].
IIpennouTuTenbHBIM METOAOM JIAOOPATOPHOI UASHTU (U -
Kaluu gBJisieTcs onpenesieHne aHtutea K AQP4 metonom
KJICTOYHOI MPe3eHTALIMY aHTUTeHa, 00J1a1al0IIM HauOOIb-
IIeif YYBCTBUTEIBHOCTHIO U CIIEIU(UUHOCTHIO IO CpaB-
HEHUIO ¢ UMMYHO(MEPMEHTHBIM aHaIu30M [24, 41].

JInarnocruyeckue kpurepun SCOHM ¢ AQP4-1gG:

1) mo kpaiiHei Mepe 1 KITMHNYECKOE IIPOSIBJICHNE,
2) monoxurteabHblil TecT Ha AQP4-IgG ¢ ncnonp3oBa-

HHEM HaWIY9JIIero JOCTYITHOTO MeToaa OOHAPYKEeHUST;

3) UCKIIIOYEHNE aTbTePHATUBHOTO AUArHo3a.

JInarnocruaeckne kpurepun 1151 SCOHM 6e3 AQP4-

IgG um 3COHM c Hen3BecTHbIM cTaTycoM AQP4-IgG:
1) mo kpaiiHeil Mepe 2 OCHOBHBIX KIIMHUYECKUX ITPOSIB-

JICHUsI, BO3HUKIIIME B pe3yJbraTe OTHOIO WJIM He-

CKOJIBKMX O0OCTPEHUI U OTBEYAIOIINE BCEM CIICIYIO-

LLIUM TpEOOBAHUSIM:

a) mo KpaiiHeit Mepe 1-M OCHOBHBIM KIMHUYECKUM

MPOSIBJICHUEM JOJDKEH OBITh ONITUYECKUIT HEBPUT,
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OCTPBII pacCIpPOCTPAHEHHbIN ITOIIEPEYHbIN MUAECTIUAT
WJIM CUHAPOM area postrema;

b) muccemuHaius B IIpocTpaHCTBe (2 vim bonee pas-
JIMYHBIX KITMHUYECKUX TIPOSBICHUI);

C) BBITIOJIHCHUE JTOITOJIHUTEIBHBIX TPEOOBAaHMIA K Mar-
HUTHO-pe30HaHCHO# Tomorpamme (MPT), ecnu
3TO IPUMEHUMO;

2) orpunarenbHbie TecThl HAa AQP4-IgG ¢ ncnonb3oBa-
HHEM HAWIY4Iero J0CTYITHOTO METoa OOHAPYKEeHUS
WX B CIyJae, KOrma TeCTUPOBAHME HEIOCTYITHO;

3) UCKITIOUYEeHNE aTbTePHATUBHOTO JUArHO3a.

OcHOBHbIe KJIMHIYECKHE MPOSBJICHHUS:

1) onTU4eCcKuii HEBPUT;

2) OCTpHBIii MUCIINT;

3) cuHApOM area postrema: 31301 HeOObSICHUMOM UKO-
THI WUIM TOIIHOTHI ¥ PBOTHI;

4) OoCTpBHIli CTBOJIOBOI CUHIPOM;

5) cuMmToMaTUIecKasi HApKOJICTICHS WUIM OCTPBIN TU3H-
nedanphbiii cuHapoM ¢ 3COHM-TunmyHbIMKu ova-
ramu nopaxeHust Ha MPT,

6) uepebpanbhbiii cuHapoM ¢ 3COHM-TUNUYHBIMU
30HAMU MOpaXKeHUs roJloBHOro mo3ra Ha MPT.
Jonoanurenshbie TpedoBanusa K MPT s 3COHM

0e3 AQP4-I1gG u 3COHM c nemssectbiM AQP4-1gG cra-
TyCOM:

1) ontuueckuit HeBpuUT: Tpedyercss MPT romoBHOTO
MO3Tra, IEMOHCTPUPYIOIIAs HOPMaJIbHBIC PE3YJIBTaThI
JINOO0 TOJILKO Hecneunduueckue n3MeHeHUs 6e1oro
BemiecTna, ua MPT 3putenbHoro Hepsa ¢ T2-rumnep-
WHTEHCUBHBIM 0YarOBBIM ITOPaXKeHUEM WM HAKOILIe-
HHUEM KOHTPACTHOIO mpenapara B pexxume T1-B3Be-
IIeHHBIX M300paxkeHWi, pacIpoCTPaHSIOMINMCS
Ha 0oJjiee 9yeM 1/2 mIMHBI 3pUTEILHOTO HEPBa WA BO-
BJICKAIOIIINM XHa3MYy;

2) OCTpPBIN MUEIINT: TPEOYETCS aCCOIIMUPOBAHHOE MHTPA-
MenyJuisspHoe nopaxeHue Ha M PT, pacripocTpansito-
1eecs Ha 3 uu 60Jiee CMEXXHBIX CETMEHTOB (pacIipo-
CTpPaHEHHBI ITOIIePEeYHbIN MUCIINT), WK 3 1iu Ooee
CMEXXHBIX CETMEHTOB (DOKAJIbHOI aTpo(Uy CTUHHOTO
MO3Ta y ITallMeHTOB C OCTPHIM MUEJINTOM B aHAMHE3¢E;

3) cuHIpOM area postrema: TpeOyeTcsl aCCOIMUPOBAHHOE
MopaxkeHnue MOPCaTbHOTO OTIEeIa IIPOI0JITOBAaTOrO
Mo3ra/area postrema;

4) OCTpBIIi CTBOJIOBOM CHUHAPOM: TpeOyeTCs Haaudue
TIepUAIICHINMAIBLHOTO TTOPAXKeHUsI B 00JIaCTH CTBOJIA
MO3Ta.

Jledenne 3COHM. YuuthiBasi, 4TO IIPOrpeccCUpoOBaHme
nHBamuau3anuu pu 3COHM B 3HaUNTENBLHOM CTEIIEHN
CBSI3aHO C ITOCICACTBUSIMU ITOBTOPSTIOIINXCST OOOCTPEHMIA,
e apMaKoTepanuu COCTOSAT B 3(P(PEeKTUBHOM KYITH-
pPOBaHUM 00OCTPEHUI (BKITIOUAsI CAMBIi ITEPBBI STTM301)
U TIPEAOTBPAIICHUH OyIYIINX PELIMINBOB.

MudbopManmsa o moka3aHUAX K HA3HAYCHUIO Tepa-
MUY ¥ TTOTeHIIMAIBHBIX TOOOYHBIX 3P PeKTax JIeKapCTB
HeoOXoauMa IS YeTKOM OIleHKM MOTEHIIMAJIbHBIX
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MpeuMylIecTB U pyuckoB mist manueHToB ¢ 3COHM B ka-
JKIOM MHIMBUAYATBHOM citydae. OcoObIe COCTOSIHUS, TAKHE
Kak 6epeMeHHOCTb U KOMOPOMIHOCTD IPYTHUX ayTOMMMYHHBIX
3a00J1eBaHMIi, TpeOYIOT TOMOJHUTEIBHON 3a00ThI U TIIA-
TeJIbHOTO yxona. bynyiiye HarpaBieHysI Tepaii, BEPOSITHO,
OyIyT BKITIOYATH MACHTU(PUKAIINIO KIMHUIECKH TTOJIC3HBIX
OMOMapKepOB IS IPOTHO3UPOBAHUS PELIUANBA I MOHUTO-
pHIHTa TepareBTUYECKOTO OTBETa, a TAaKxXKe pa3paboTKy 3¢-
(PeKTHBHBIX JIEKAPCTB ¢ MUHUMAJIBHBIMUA TIOOOYHBIMU 3(P-
¢dexTamMu, 0COOEHHO OMITOPTYHUCTUYECKNX MHMEKIINIA,
OCJIO>XKHEHHBIX IJIUTEIbHON UMMYHOCYIIPECCHUEH.

Tepamus o6ocTpennii. bricTpoe u apdhexTrBHOE TeUe-
HHEe 000CTpEeHUI MMEET pelaioliee 3HaueHUe I YCKO-
PEHMS BBI3IOPOBICHNSI, YMEHBIIIEHHUST HEBPOJIOTMIECKOTO
nedunrTa 1 yaydineHus GyHKIIMOHAIBHOTO pe3yJibTaTa.
B Tabn. 1 mpeacraBiaeHBI OCHOBHBIC JOCTYITHBIC METOIBI
nedeHust oooctpenunii 3COHM [42, 48].

Tepanust obocTpeHUs 3a001eBaHNST OCYIIECTBIISIETCS
BBICOKMMM J103aMU TmioKoKopTukoctepounos (I'KC): me-
TrmpeaHn3o0joH 1000 MTr/cyT BHYTPUBEHHO KalleJIbHO
OT 5 10 7 CyT C MOCeAYIOLIMM IIEPeBOAOM Ha Ilepopajib-
HBII IpueM TIPpeTHU30I0HA B 103€ | MI /KT /CYT.

HenaBHaue nccaenoBaHms mokas3aiu, YT0 BHYTPUBEHHOE
BBEICHME METWITIPEIHU30JIOHA MOXET YIYUIIUTH OCTPOTY
3pEHUSI ¥ COXPAHUTDH TOJIIUHY CI0SI HEPBHBIX BOJIOKOH
CeTYaTKU MPU ONTUYECKOM HeBpuTe, cBsi3aHHOM ¢ 3COHM,
a orcpouka jedyeHust 'KC cBg3aHa ¢ HeOJIaronpusITHBIMU
ncxogamu (B OTHOIIIGHUU HapyIleHus 3peHus) [37].

B ciryuae HeahheKTHBHOCTH BHYTPUBEHHOTO BBEJIE-
HUS TJIIOKOKOPTUKOCTEPOUIOB (IIPY OTCYTCTBUM KIIMHIYE-
CKOTO YIy4dIIeHUs TIocye 3 THE IMyIbc-Teparn) Heo0Xo-
MO TIPOBEICHME CEaHCOB IIazMadepe3a (MaKCMMaIbHO
1o 7 ceaHCOB 4epe3 IeHb), PEKOMEHIYeMbII 00beM 3aMe-
1IIaeMOi TI1a3MbI KpoBU cocTapisieT 30—35 MiI/KT Macchl TeJia
MalpeHTa BO BpeMsI Kaxkioro ceaHca [4]. Bo3amoxkHbIe modou-
Hble 3¢ deKThl TIa3Madepe3a BKIII0YaroT MH(PEKIINU, acCo-
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LIMMPOBAHHBIE C YCTAHOBKOM KaTeTepa, TUITOTEH3UIO, Koary-
JIOTIATUY U 3JICKTPOJIUTHBIC HApyIICHUSI.

MMmmyHOCOpOLIMS — MeTO 13 00JIaCTH TeparieBThIe-
ckoro adepesa, aJbTepHATUBHBIN 1u1a3Madepesy B TeX
cIIy4asix, Koraa miasMadepes IMpoTUBOITOKAa3aH TN HeIo-
cryneH. Bo BpeMst uMMyHOCOpOIIMM (ppakiiys ria3Mbl OT-
JIEJISICTCST M 3aTeM ITPOXOAUT KOJIOHKY SKCTPaKOPIIOpaIhb-
HOTO KOHTYpa, B KOTOPOM B KaueCTBE UMMYHOCOPOCHTOB
HCTIONB3YIOTCS TpUNTO(MaH WIK ITPOTerH A. DTOT MpolLiecc
obecrieunBaeT OBICTpOE yHaJeHUe MMMYHOTJIOOYJINHOB
1 KOMITOHEHTOB KOMILIEMEHTA, B TO BPeMsI KaK aJIbOyMUH
1 (paKTOPBI CBEPTHIBAHUSI COXpaHsIoTCs [13].

Tepanust BHYTPUBEHHBIMU HMMYHOTJIOOYIMHAMU
WHOTIAa pacCMaTpUBACTCS KaK BApHAHT JICUCHUS IIPU 000-
crpenusx 3COHM, ocobeHHO y MaluueHTOB ¢ IIPOTUBO-
nokaszanusmu K tepanuu ' KC n mpumeHeHuio adepesa.
BoaMoxkHBIE MEXaHN3MBI IMMYHOMOIYTUPYIOIIIETO ACICT-
BUSI BHYTPUBEHHBIX UMMYHOTJIOOYIMHOB BKJTIOUAIOT 0J10-
Kaay KJIETOYHBIX PEIEIITOPOB, HEUTPATN3aIIUIO IINTOKM-
HOB, KOMIUIEMEHTOB 1 ayTOAHTUTE, & TAKXKE MOIYJISILINIO
MMMYHHBIX 3((PEKTOPHBIX KIETOK [47].

IIpenorBpamenne od6ocTpennii. B TeueHne mmrebHO-
IO BPEMEHM C IIeJIbIO TIPEIOTBPAIeHUS PELIUINBOB 000-
CTPEeHUI UCITOIH30BAIACh UMMYHOCYIIPECCUBHAS TePaITHsI
off-label, mockonbKy paHee ObuIa MokKa3zaHa 3(P(PeKTUB-
HOCTBb HEKOTOPBIX M3 MPEITapaToB IIPH APYTUX ayTOUMMYH-
HBIX 3a00JIeBaHUSX, OTIOCPEIOBAHHBIX HATMIMEM aHTUTE]L.
[MpuMepaMu TakKux ImpenapaToB MOTYT CY>KUTh PUTYKCH -
Mab, MUKO(eHoJ1aTa MO(ETUII, a3aTUOTIPUH U TIPETHU30-
JoH. KoHceHCcycHbIe peKOMeHAalUM 10 JICUEHUIO ObLIN
OCHOBaHBI Ha HECKOJILKIMX HAOJTIONATEIbHBIX KIIMHUIESCKUX
HCCIICTIOBAHMSIX, B KOTOPBIX OTCYTCTBOBAI MACKUPYIOIIVE
WJIA KOHTPOJIbHBIE TPYIIIBI; TEM HEe MEHEee BCe 3TH MCCIIe-
JTIOBaHUSI TTOKA3aJIM, 9TO TTOABJICHE NMMYHHUTETA B 1IEJIOM
MpeaoTBpaIlacT PEIUANBEI IO CPABHEHUIO C OTCYTCTBUEM
MMMYHOIICTIPECCAHTOB.

Ta6auua 1. Ocrosrovie docmynivie Memoodst AeueHus: 000cmperuil 3a001e6anUll CNeKmpa ONMUKOHe8POMUeIUmMA

Table 1. The main available methods of treatment of exacerbations of neuromyelitis optica spectrum disorder

Drug/method

MCTI/IJ'II'[p €IHU30JIOH
Methylprednisolone

Dose, course

1000 Mr BHYTpMBEHHO KarneabHo Ne 5—7
1000 mg intravenous drip No. 5—7

PexomMeHmyeMblit 00beM 3amMeliaeMoit Tia3Mbl KpoBu 30—35 MJI/KT Macchl Tejia

[Mnazmagepes
Plasmapheresis

TaIeHTa BO BpeMsI KaxkIoTo ceaHca (MaKCMMAaJIbHO 10 7 POTIeIyp)
The recommended volume of blood plasma to be replaced is 30—35 ml/kg of the patient’s

body weight during each session (up to a maximum of 7 procedures)

BHyTprBeHHOE BBeIeHUE MMMYHOTIJI00y IMHA
Intravenous immunoglobulin

MmMmyHOCOpOLIMS
Immunosorption

0,4 T/Kr/cyT B TeueHUe S5 NHEi
0.4 g/kg/day for 5 days

CM. B TEKCTe CTaTbu
See in the text of the article
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OtkpriTHe anTuTen K AQP4 mHummmpoBato uccieno-
BaHMWE MEXaHM3MOB, IIOCPEACTBOM KOTOPBIX ITPOMUCXOIUT
MMOBPEXICHNE aCTPOIIUTOB, YTO B UTOTE ITPUBEJIO K UICH-
TU(UKAINY BAXKHEHUIIINX TMMYHOJIOTUIECKIX MUILICHE,
cpenu KOTOPBIX CHCTeMa TepMUHAJIBHOTO KOMILJIEMEHTa,
peuentop MJI-6 u B-xnerku. B ta6n. 2 npeacraBieHbl
OCHOBHBIE TIpeITapaThl, JOCTYITHBIC IS TIPEIOTBPAIICHIUS
oboctpenuniit 3SCOHM.

I'mokokopTukocTeponapl. Kak rpaBuio, nepopajbHbIi
npuem 'KC couderaeTcst ¢ MCMOIbL30BaHUEM OHOTO U3 M-
MYHOCYIPECCHUBHBIX mpemnaparoB. Llens mpumeHeHUs
T'KC — crabunusanys COCTOSIHUA TTallMeHTa C JaJIbHENIIER
MOCTEIIEHHO OTMEHOM TOPMOHAJILHOM TePAaITMK U IIPEI0-
TBpallleHUe TOSIBIICHUS MMOOOYHBIX 3(D(EeKTOB (TUMEePTO-
HUSI, caxapHblIil 1MadeT, ocTeoropo3, cuHapoMm KyiiuHra,
MOBBILIEHHBIN PUCK MH(MEKIIMOHHBIX 3a00JIEBAaHUI1; peIKIe
mo6oYHBIe 3P MEKTH — 3opust 1 TIcuxo3) [4].

Azaruonpun (off-label) — mpernapar 13 TpymIbl aHTUME-
TabOJIMTOB, aHAJIOT IMMypHHA, KOTOPBIA OJIOKUPYET CUHTE3
JIHK B ocobeHHO ObICTpo npomudepupyommx B- u T-mmum-
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dourTax 1 TaKMM 00pa3oM OCYILECTBISIET UMMYHOCYIIpeC-
CHI0; IPUMEHSUICS paHee B KaueCTBE OHOTO 13 TIPeIrapaToB
1-i1 uaunm ms nedennss 3COHM. AzaTnornprH HaYMHAIOT
MIPUHUMATB B 703€ 25—50MT/CyT ¥ TTOCTETICHHO ITOBBIIIAIOT
no3y 10 2,5—3,0mr/kr/cyT. st noctiskeHnst 3¢ deKra MoXeT
noTpedoBaThest 4—6 Mec, U B 9TOT MEPUO.L OOBIYHO TPeOyeT-
cs MOTOJIHUTENIbHBIN nepopanbHbiii 'KC (kak mpaBuio,
MPETHU30JIOH B 03¢ 1 Mr/Kr/meHb). M3 HexXenmaTeIbHbIX
SIBJIEHUI — TTAaHLIMTOIIEHWSI, JIEKAPCTBEHHBIN reratut. OnuH
13 HanboJiee OMacHBIX MTOOOUYHBIX 3(P(PEKTOB — pa3BUTHE
JuMdomsl [21].

Mukodenonara Mmodetm (off-label) — ob6paTMBbIit MH-
ruouTOp MHO3MHMOHOMOChaTAETMAPOTEHA3bl, KOTOpast
Y4aCTBYeT B CUHTE3¢ I'YaHO3MHOBBIX HYKJICOTHIOB, O0paTH-
Mo uHruoupyet npoynudepanvio T- n B-mumdormros. Ipe-
IapaT Ha3Ha4yaeTcs TSl IiepopaibHoro mpremMa (1—3 r/cyr)
1, KaK MpaBUJIO, TIPUMEHSICTCS B CITydae TUIOXOM TIepeHOCH -
MOCTH a3zaThonpuHa. M3 HexXellaTeIbHBIX SIBICHUI HaW-
0oJiee 4acTo OTMEYaloTCcsl roJ0BHAsI 00JIb, 3aIOpPhI, BbI-
MMaJicHue BOJIOC, Tuapesi, 00JIb B XKMBOTE U JICHKOIICHUS,

Tabmma 2. OcHosHbie npenapamot, docmynHule 041 npedomepaujerus 000cmpeHuil 3a001e6aHUll CHeKMpa ONMUKOHE8POMUCAUMA

Table 2. The main drugs available for the prevention of exacerbations of neuromyelitis optica spectrum disorder

Group

HMmMmyHoenpeccaHThl
Immunosuppressants

AHTH-B-KIIeTouHas Tepanus
Anti-B cell therapy

[pemnaparsl, Grokupyome peruentopsl MJI-6
IL-6 receptor blockers

[Ipenapatbl, 6J0KUPYIOIIME IEHCTBUE CUCTEMbI
KOMILJIEMEHTA
Complement inhibitors

BHyTprBeHHBIE UMMYHOTJIOOYTMHBI
Intravenous immunoglobulins

[mrokopTUKOCTEPOUIBI
AzatnonpuH (off-label)
MuxkodeHonata modeTw (off-label)
Merotpekcar (off-label)
IluknocnopuH A (off-label)
Takpommmyc (off-label)
MutokcanTpoH (off-label)
Luknodocdamun (off-label)
Glucorticosteroids
Azathioprine (off-label)
Mycophenolate mofetil (off-label)
Methotrexate (off-label)
Cyclosporin A (off-label)
Tacrolimus (off-label)
Mitoxantrone (off-label)
Cyclophosphamide (off-label)

Putykcumab (off-label)
HNHuebunuzymad
Rituximab (off-label)
Inebelizumab

Carpanuzymad
Tormmzymab (off-label)
Satralizumab
Tocilizumab (off-label)

OKynu3ymad
Eculizumab

53
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TakXke 3a(UKCUPOBAHO TePAaTOTeHHOE NEUCTBUE TIperiapa-
Ta [43,47].

Iuknodochavmn. [ukiodochammn (off-label) — Hecre-
LMDUIECKNIT IMMYHOCYITPECCUBHBIN MperapaT aJKUINpy-
JOILIETO TUTIA IEMCTBUS, BIUSIONINIA Ha (DyHKLIMM Kak T-, Tak
U B-kierok. JlaHHbIe TUTepaTypbl OTHOCUTEIBHO PEKOMEH-
JTyeMOI1 JO3BI TIpernaparta pa3HATCs OT 7 10 25 MT/KT KaXKIbIiA
Mecs1 B TedyeHne 6 Mmec. LlemecoobGpasHo paccMarpuBaTh
JaHHBIM BUI Tepanuy ipu accorau 3COHM c cucrem-
HOI1 KpacHoOM BoiyaHko, cuHapomoM Illerpena. M3 Hexe-
JIaTeJIbHBIX SIBJIEHU — FeMOppParndeCKuii HUCTUT, TOLIHOTA,
nuapes, nefikoneHus [43].

Iuknocnopun A u Takpoammyc. [nknocmopun A (off-
label) BBI3bIBaeT MHTMOMPOBAaHME TPAHCIOKAIIMK (DAKTOPOB
TPAHCKPUIILINM, YTO MPUBOAUT K CHIDKCHUIO aKTUBAIIUU
tpaHckpuriyn UJI-2, TNFa, UJI-3, NJI-4, CD40, GM-CSF
u [FNy 1, B KOHEYHOM cueTe, K CHIKEHUIO TTposndepaiin
T-xnerok. Tpemop, TMIIEPTOHUS U HE(PPOTOKCUIHOCTD SIB-
JISIIOTCST 3HAYMMBIMM TTOOOYHBIMU 3D heKTaMU IIUKIOCIIO-
puHa A. Takpommyc, TIperapar ¢ aHaTOTUYHBIMA MEXaHM3-
MaMM JICHCTBUS, MPUBOAUT K MHIMOMPOBAHUIO Tepenadn
curHazia T-mumdbonmramu u Tpanckpunimu WMJI-2 [43].

Metotpekcar (off-label) mposBiIsieT CBOI0O UMMYHOCY-
IIPEeCCUBHYIO aKTUBHOCTD 3a CUET MHTHMOUPOBAHUS TUTH-
npodoaTpeayKTas3bl, YTO IPUBOIUT K ITOBBIIIICHHOM 9yB-
CTBUTEJILHOCTU T-KJIETOK K arlomnTo3y, Ojarogapsi yemy
JIOCTUTACTCSI IIPOTUBOBOCIAIUTEIFHOE 1 UMMYHOMOTYJTH -
pytolee geiicteue. [IpumeHsieTcss B KOMOMHALIMY C TIpeJi-
HU30JOHOM: CPEIHsSSI 1032 METOTpeKcaTa COCTaBIISIET
ot 17,5 no 50 Mr/Hen BHYTpUBEHHO, TIPETHU30I0H Ha3HA-
yaeTcs U3 pacueta 1 Mr/kr/cyt. LimroneHusi, BKiIroyas maH-
LIMTOIICHUIO, U TO303aBUCUMAasl TeIaTOTOKCUIHOCTb, ITPH-
BOJSIIAS K XXKUPOBOI 00JIe3HU TleueHr, (puodpo3y u maxe
LIIPPO3Y, SIBIISTIOTCS BaXXKHBIMU OCJIOKHEHUSIMU TEpaIliu
JIaHHBIM TTperniapatoM [47].

MurokcanTtpoH (off-label) — cMHTeTUYECKMIA TTIPOTHUBO-
OIyXOJIeBbIM Mpenapart, KoTopblii nuHTepKaaupyet ¢ JJHK,
BBI3BIBasI OMHO- M ABYXIIETIOUCYHBIE Pa3PBIBBI, IIOAABISICT
penapauuio JIHK nocpeacTBoM MHrMOMpPOBaHMST TOMOU -
3oMepa3sl 11, Takum o6pazom cHuxkast T- 1 B-kiieTouHblit
UMMYHUTET. MUTOKCAHTPOH B f03e 12Mr/M?2 miomanu
ITOBEPXHOCTH TeJIa BBOIST BHYTPUBEHHO KaIleJIbHO MeJI-
JIEHHO €XXeMEeCSUHO B Te4eHue 3—6 Mec ¢ MOCIeAyIOIIMHI
uHdy3usIMu 6—12Mr/m? Kaxable 3 Mec. MakcumanbHast
KyMYJISITUBHAs 103a MUTOKCAHTpoHa cocTaBisieT 100—
120 Mr/M? 1I011AIM TIOBEPXHOCTH Tesla. MUTOKCAHTPOH —
JIOCTATOYHO TOKCUYHBIN ITpenapar, IIpy eTo IIPUMEHEHUN
CYILIECTBYET PUCK PA3BUTHS arpaHyJIOLMTO3a, KapIUOMU-
OITaTUHU, OMIIOPTYHUCTUICCKUX MHMEKIINUI. Y KEeHIITUH
BO3MOXHO pa3BUTHE aMeHOper. TakkKe CyIIecTBYeT PUCK
Pa3BUTHS OCTPOTO JIeiiK03a, ITO3TOMY IIpUMEHEHUE TaH-
HOTO npenapara TpedyeT 0COOEHHO TILATEIbHOIO KOHTPOJISI
3a HEXeNIaTeIbHBIMU SIBJICHUSIMH. YUUTHIBas OTPaHU-
YEeHHOCTb IMMPUMEHEHMS JAHHOTO METO/Ia, 1IeJIeCO00pa3HO
paccMaTpuBaTh €ro Ha3HaYeHUE B KauyeCTBE Tepaluu
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2-ii TMHUU, KOTJa APYTrue METOJbI JICUEHUST 0KA3aJIUCh
HemocTaTOuHO 3P PeKTUBHLIMHU [43].

DKyam3ymMad — peKOMOMHAHTHOE TYMaHIU3UPOBAaHHOE
MOHOKJIOHAJIbHOE aHTUTEI0 K C5-KOMIIOHEHTY KOMILIE-
MeHTa. JlJaHHBII peTapat IepBhIM ObLT O(DUIIMATIBHO 3a-
peructpupona Jist repanu 3COHM ¢ HanuymeM aHTH-
ten K AQP4. Cuctema KoMITJIeMeHTa UTpaeT BasKHYIO POJIb
B umMyHormaroreHeze 3COHM, 4To ObLIO TOATBEPXKICHO
PSIIOM HCCIIeOBaHUI. DKyIM3yMad MHTHOMPYeT KOHIIe-
Boii 6e1ok kKomIuieMeHTa (C5), mpemoTBpaiiasi ero pac-
meruieHre Ha cyobequHuibl C5a u CS5b, oka3bIBamolne
MIPOBOCITAJINTEILHOE NIEMCTBUE M OTBETCTBEHHBIE 3a (hop-
MHUpOBaHKE MeMOpaHOATAKYIOIIEro KoMIuiekca [26, 46,
51]. B xoge KIMHUYECKUX UCIIBITAHUI Mpernapara ObLIO
MOKa3aHO yMeHbllIeHUe pucka oboctpeHuii. Hauboiee
YaCTBIMU HeXeJIaTeJIbHBIMU SBICHUSMU ObUTH MH(MEKIINT
BEPXHUX JbIXaTeJbHBIX ITyTeil, TOJI0BHAs 00JIb 1 Ha30(ha-
puHTHUT. PekoMeHnoBaHo npuHuMaTh 900 MT mpemnapaTa
KaXXIyIo HeJeslo B TeueHue nepBhiX 4 Hell, gainee 1200 mr
Kaxnable 14 mHel mocpeacTBOM BHYTPUBEHHOM MHDY3UMN
(Bpemst MH(Y3UHU B CPETHEM COCTABIISIET OT 25 10 45 MUH).
[TpumeHeHue sKyInM3yMada acCoOLMUPOBAHO C MOBbIILIEH-
HBIM PUCKOM Pa3BUTHSI MEHUMHTOKOKKOBOM MH(MEKIIUH,
IIO3TOMY Mepe Ha4aJIoOM TepaIliy BCe MallMeHTHI JOJIKHBI
MPOTH BakuMHauuio [23, 34].

AHTH-B-KIeToyHas Tepamus. PacTyliiee KOIM4IeCTBO
nHOOPMAIIUK 0 PoIr B-KJ1eTOK B amanTMBHOM UMMYHHOM
oTBeTe AenaeT B-kiieTKu BaxkHOI TeparieBTUYeCKON MU~
1LIEHbIO TIPY ayTOMMMYHHBIX 3a00J1eBaHUsIX. AHTU-B-KJi1e-
TOYHAsI Tepanus 3aHUMaeT Bce 0ojiee 3HAUNTETbHOE MECTO
B MATOICHETUUYECKOM JICUCHUM NEMHUEIMHUIUPYIOIINX
3aboneBanuit LIHC, aBnsisich BaXKHBIM COCTaBIISTIOLIMM
KOMITOHEHTOM IIpeIiapaToB, M3MEHSIOIINX TCUCHUE pac-
CesTHHOro cKiiepo3a. HanboJliee akTUBHO BHEIPSIFOTCS aH-
tutena K CD20-npuddepeHIMPOBOYHOMY PELENTOPY
Ha nmoBepxHocTu B-xierok [19, 23].

Purykcumad (off-label) — xumepHOE MOHOKIIOHAIBHOE
aHTuTes0, HaleneHHoe Ha CD20, mepBoHaYaJIbHO pa3pa-
boTaHHOe 11 JeyeHus: B-kietounoit tmmgoMsl. [Tpume-
HeHHUE pUTyKcumada ObICTPO MPUBOAUT K 3aMETHOMY
nucromenuto myna CD20+-B-kieTok n3-3a onocpenoBaH-
HOI KOMIUIEMEHTOM M KJIETKAMH LIMTOTOKCUYHOCTH [16].
CD20 nipencraBisieT co00M aKTUBUPOBAHHBIN TJTMKO3WIIN -
POBaHHBINM TpaHCMeMOpPaHHBII (OCHOIPOTENH, IKCITPEC-
CHSI KOTOPOTO HAUMHAETCSI HECKOJIBKO ITO3Ke M TePSICTCS
HECKOJIBKO PaHbIlle BO BpeMsl pa3BUTUS U AU depeHIm-
poBku B-kieTok, uem skcnpeccust CD19. CD20 yuactByeT
B aKTUBaLMH, TUMDGEPSHIIMPOBKE M TPAHCIIOPTE KAJIbIINS
B-xierok, a nepuriut CD20 y yeoBeKa IpUBOAUT K CHU -
KEHUIO CITOCOOHOCTU BbI3bIBaTh OTBET B-KJ1€TOK Ha HEe3a-
BUCHMBIE OT T-KJIETOK aHTUTCHEL.

Putykcumab (off-label) pekoMmeHIOBaH B KauecTBe
noagepxuBalomeid Tepanuu 1-it muanm npu 3COHM
B pekoMeHmanusax EBporieiickoii (pemepaiiny HEBPOJIOTH-
yeckux obmectB 2010 1. [43] u pekomeHnmanusax 2014 t.
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nccaeponaresibckoit rpynmsl o 3COHM NEMOS [47].
ITpn 3COHM HeT cTaHmZapTU3UPOBAHHOTO MPOTOKOJIA
JISYCHUST pUTYKCUMAOOM, U B KIIMHUIECKOM ITPAKTUKE €TO
MIPYMEHEHME OIIPENEIISICTCS OITBITOM OTIEIHBHOIO HEBPOJIO-
ra v neHtpa. CyiiecTByeT oblliee MHEHME, YTO (pa3a MHIYK-
LIMY JOJDKHA COCTOSTh M3 MHDY3UM 2 T B BUe 2 10310 1 T
C MHTEpBAIOM 2 Hesl WK 375Mr/M?2 exeHe/IeIbHO B TeYeHIe
4 nen. [Togxompl K TTOIIEPXKMBAIOIIECH TepaIriy IIPOTUBOPE-
YUBBI — B Pa3HBIX LIEHTPAX IIPUMEHSTIOTCS pa3HbIEC IIPOTOKO-
eI [39, 57].

M3BecTHO, 4TO cTapT aHTU-B-Ki1eTOUHOII Tepanuu
COIIPSIKEH C pUCKOM 000CTpeHMsI 3a00J1eBaHUSsI, IO3TOMY
1eJiecooOpa3Ho MPOBOAUTHL MHQPY3UIO pUTYKCHMMaba
Ha ¢oHe nepopanbHoro npuemMa 'KC. Haubonee yacto
BCTpeyvarolecs nodoyHble 3Pp@eKThl: MH(PY3MOHHBIE pe-
AKIIMM PAa3HOU CTEMEHU BBIPAXXEHHOCTH, JIEUKOIIEHUS,
WHOEKIINY MOUYEBBIICIUTEIBHOM CUCTEMbI I BEPXHUX JIbI-
XaTeJIbHbIX ITyTei [15].

NueOumzymad (mpemapar He 3aperucTprupoBaH B PO
s tepanu 3COHM) — rymaHM3MpOBaHHOE MOHOKJIO-
HainpHOe aHTuTeNo K perenropy CD19+-B-mumdornros,
npenapat Obu1 3apeructpupoBaH misg Teparmu 3COHM
¢ AQP4-1gG. CD19 nipencrasiisieT coboii TpaHCMeMOpaHHBII
[JIMKONPOTerH | ThIa, KOTOPBIi MPUHAIEXUT K CyIepce-
MEHCTBY IMMYHOIIIOOYTMHOB. OH 3KCIIPeCCUpPyeTCsl HAa paH-
HuUX npo-B-kieTkax, mo3aHux Ipo-B-kietkax, B-kierkax
IMaMsITH, TI1a3M00IacTaX M HEKOTOPHIX IUIa3MaTUICCKIX
KJIETKAX, TTOCIICTHIE 13 KOTOPBIX SIBISIIOTCSI OCHOBHBIM KJIe-
TOYHBIM MCTOYHMKOM 3aIUTHBIX, BEICOKOCTICIM(DUMIHBIX
AHTUTEN, a TAKXKe ayTOAHTUTCHCIEIIM(UISCKIUX aHTUTE]L.
CD19 BimsieT Ha akTBaLUIO U 1 dGepeHINPOBKY B-mM-
(OIIUTOB MOCPEACTBOM MOMYJISIIMU TIepeaadr CUTHAJIOB
peuentopoB Ha B-nmumdonurax. CD19 BaxkeH mis ycra-
HOBJICHUSI ONTUMHU3MPOBAHHBIX NMMYHHBIX OTBETOB ITyTEM
MOIYJISIIIMYA aHTUTCHHE3aBUCHMOTO pa3BUTHs B-KireTok
1 MHAYLMPOBAHHON MMMYHOIJIOOYJIMHOM aKTHUBAIIUU
B-mumdoruros. deduiur CD19 y skciepuMeHTaIbHBIX
JKMBOTHBIX 1 JIFOIECH IIPUBOAUT K HAPYIIICHUIO TYMOPaJIhb-
HBIX peaklMii 1 001Let TTOBBILLIEHHON BOCOIPUMMYNBOCTU
K nHpekuuu [22]. [IpuMmeHeHne nHeOMIM3yMada OKa3bl-
BaeT MMMYHOCYIIPECCUBHOE ACHUCTBUE ITyTEeM BIWSHUS
Ha B-KJieTku, a Takxke MHIMOMpylolee 1eiCcTB1Me Ha CUH-
Te3 u cekpernio AQP4-1gG cekpeTupyolnMy aHTUTeIa
kieTkamMmu. MHeOuauzymad BBOAUTCS BHYTPUBEHHO
KaneabHo 1 Kypc B 1-if u 15-i1 geHp cymmapHo 600 mr,
IIPY 3TOM BO BpeMsI 1 Kypca C IIeIbIo TIPeIoTBpaIIeHUs
pa3BUTHSI OOOCTPEHMS TOTIOJTHUTEILHO Ha3HACTCSI TOPMO-
HanbHas Tepanus. [lockonabKy uctoueHue B-kieTok
MOXKET ObITh CBSI3aHO C 00OCTPEHUEM B Hauyajle JeYeHUsl,
11esiecoo0pa3HO Ha3HAYCHUE MEPOPATBLHOTO MPEIHM30-
noHa 20wmr/cyT wim 3kBuBageHTHoro I'KC B mepuon
¢ 1-ro o 14-ii meHb C MOCTETICHHBIM CHIDKCHUEM O3Bl
110 21-r0 THS, YTOOBI CBECTU K MUHUMYMY PUCK PELIUINBA
cpasy nocie 1-ro Kypca jeyeHust uHeOuauzymaodom. Ion-
JepKUBarolas 1o3a nperapara cocrasisietr 300mr Cpenn

4

HeKeJlaTeIbHBIX SIBJICHUI Han0oJjiee 4acTo OTMEJaICh MH-
¢y3uoHHbIe peakuyu [17].

Tepanus, Hanedennas Ha penentop WUJI-6 (6iokama
curHaibHoii cuctemsl MJI-6). Tommm3ymad (off-label).
K coxanenuio, npumepHo y 20 % nauuenros ¢ 3COHM
pa3BUBACTCS PELIUINB, HECMOTPS Ha IMMOJTHOE UCTOILIECHUE
B-xierox [28, 29]. B Takux cirydastx BO3MOXHO paccMO-
TPETh BOIPOC O IIPMMEHEHUH TIPEeTapaToB, HAIIPaBICHHBIX
Ha OsiokupoBaHue perenropos MJI-6, Koropsle mokasanmu
CBOIO 3(P(DEKTUBHOCTH Y MAIIMEHTOB C arPECCUBHBIM TeUe-
HueM 3COHM u MHOXECTBEHHOI JIEKAPCTBEHHOM pe3u-
CTEHTHOCTHIO |5, 9]. CpemHsist TepareBTHYecKasi 103a COCTaB-
JsteT 6—8 MI/KI' MaccChl Tejla €XeMECSUYHO BHYTPUBEHHO
KanejibHO. M3 MoOOYHBIX SBJIEHUI ObLIM OTMEUEHBI T10-
BBIIIICHUE YPOBHS XOJeCTeprHa, MHQPEKIIUU, TPOMOO3
[JTyOOKMX BeH M HEHTPOTICHUS.

Carpam3ymad rmpeacTaBisieT Co00i r'yMaHU3UPOBaH-
HO€ MOHOKJIOHAJIbHOE aHTUTEJI0, BBOAUMOE IOIKOXHO,
KOTOpPOE CBSI3BIBAET KAK MEMOPAHOCBSI3aHHBIC, TaK U Pac-
TBOpUMBIe perenTopbl MJI-6, GIOKUpys IyTH nepenayn
curHanoB MJI-6, yaacTBytomux B Bocnanenuu. [1pemapat
0611 co3aaH cneuuanabHo st nedeHnss 3COHM u paspa-
0OTaH C MCITOJb30BAHUEM TEXHOJOTUU PELMPKYISIINN
AHTUTEJI, KOTopas IPOoieBaeT IePUOI HaXOXKICHUS IIpe-
mapara B 1asMme [25, 45]. NJI-6 asiseTcst MHOrOMYHKIIA-
OHAJIBHBIM IIUTOKWMHOM, KOTOPBIM IPOIYIIUPYETCS pa3-
JIMYHBIMKA TUMAMHU KJIETOK M YYaCTBYET B Pa3IMIHBIX
BOCHAIMTENBHBIX Tpoeccax. MJI-6 criocodcTByer nud-
¢epeHLpoBKe HauBHBIX T-KiteToK B T-Xemepbl, KOTOphIe
B ripucyrctBur MJI-6 B masibHENIIIEM CTUMYJIAPYIOT TU(D-
¢depeHumanuio B-kieTok B miazmMo01acThl, KOTOpPEIE,
B CBOIO O4YepeIb, MPOAYLMPYIOT aHTuTena K AQP4. NJI-6
TakxKe MOBBIIIAeT mpoHuiiaeMocth I'Db, obneryas mpo-
HUKHOBeHMe aHTUTeN K AQP4 1 mpoHUKHOBEHME BOCA-
jurenbHbIX KieTok B ITHC.

CoracHO TaHHBIM, TTOJIyYeHHBIM B XOJI¢ PaHIOMU3H-
POBAaHHOTO ABOMHOTIO CJICTIOTO IIalle00KOHTPOIMPYEMOTO
uccinenoBanus 11 das3er it nzydyeHus 3¢ PeKTUBHOCTU
caTpajindymada, 100aBJIEHHOIO K JICUEHUI0 UMMYHOe-
npeccantaMu y marueHToB ¢ 3COHM (SAkuraSky), ca-
Tpaju3ymad MPUBOANII K 00jiee HU3KOMY PUCKY peLIMAMBa,
yeM Iuiane6o. B mpoTokoiie mpuHsaau yyactue 83 mamu-
€HTa B Bo3pacTe oT 12 10 84 j1eT, COOTBETCTBOBABIIINE KPU-
tepussm aguarHoza 3COHM, kak AQP4-IgG-cepomnoio-
JKUTEJIbHBIC, TaK U CEPOOTPHUIIATEIbHBIC, PAHIOMU3ALIMST
MPOBOIWJIACH B coOTHOoLIeHuHU 1:1. McciaenoBanue 1ocTu-
IJI0 CBOEM OCHOBHOM KOHEUHOM TOUKU ¢ 62 % CHUXKEHU-
€M pHCKa pa3BUTHUS pelUANBa, IIPUUYEM B TIOATPYIIIIE Ce-
POTIOJIOKUTEIIBHBIX ITAIIMEHTOB BEPOSITHOCTH 000CTPEHUS
cHikaach Ha 78 % [45]. DddekTuBHOCTD 1 6e30I1aCHOCTh
carpanu3ymaba B MoHoTepanuu obuta ouieHeHa B 111 (paze
PaHIOMU3MPOBAHHOI'O IBOMHOTO CJICTIOTrO IIalle00KOHT-
poanpyemMoro uccienoBanus (SAkuraStar): 95 mauueHToB
B Bo3pacTe oT 18 1o 74 niet, ¢ 1100bIM CEPOIOTMYECKIM CTaTy-
coM AQP4-IgG, 0buM paHIOMU3NPOBAHBI B COOTHOIIIEHUM
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2:1 nns mpueMa oo carpanmsymada (120 Mr moaKoXXHO),
Jmbo iane6o. MccnenoBanue SAkuraStar TOCTUIIO CBO-
el OCHOBHOM KOHEYHOM TOUKHM € 55 % CHUKEHNEM pUCKa
penyanBa, IpudeM B IToArpymie mamueHToB ¢ AQP4-IgG-
cepornonoxuteabHbIM 3COHM 3¢ (eKTMBHOCTD JOCTUTIA
74 % [25, 45]. BaxHoii 0COOEHHOCTBIO MCCIIETOBAHUS
SakuraSky siBisI7IOCH yUacTHie MaleHTOB B Bo3pacTte OT 12
no 17 ner; 7 mauMeHTOB MOAPOCTKOBOrO BO3pacTa ObLIU
BKJTFOUEHBI B IBOMHOM CJICTION TEepUO/ MCCIeaOBaHMs (ca-
Tpanu3ymad (n = 4); rareoo (n = 3)), 1 Bce 7 MallMeHTOB
ITPOIOJIKAJIN TTOJTYIaTh caTpaIu3ymMad B TIEPHOI OTKPHITOM
dazbl. DPGHEKTUBHOCTD Y B3POCIIBIX Y TTOAPOCTKOB OKA3aJIach
cortoctaBuMoit. IIpoduiab Ge3omacHoCTH TIpenapara y Ia-
LIMEHTOB ITOAPOCTKOBOTO BO3pacTa COOTBETCTBOBA IIPODH-
JT10, HaOJTI0IaeMOMY B OOILIEi TTonysistimu |25, 45, 56].

CuHAPOMBI 00T 1 YCTAJIOCTH BCTPEYAIOTCS Y OOJTBIITNH-
crBa naueHToB ¢ 3COHM u onmcaHbl y mallieHTOB ¢ aH-
tutesamu K MOG [56]. ITockobKy BO MHOTHX CITydasix 3TH
CHIMITTOMBI HEIOCTATOYHO KOHTPOJIUPYIOTCS M, CICI0BATEITb-
HO, 3HAYMUTEJIFHO BJIMSTIOT Ha KAaYeCTBO MOBCETHEBHOM K13~
HM TIAlIEHTOB, CYIIIECTBYET ITPEACTaBICHME O TOM, YTO Tap-
retHas Teparnus 0jgokaropamu perentopoB MJI-6 moxer
HWMETb ITOJIOXKUTETHbHOE BIMSIHYE Ha BOCTIPUSITE 00U, TTO-
MMMO CHIKEHMST YaCTOTHI PELIUANBOB [6, 7].

4

IIpenapat BBoauTcs noakoxHo. HavanbHast go3a —
3 mabvekuuu 1o 120 mr 1 pa3 B 2 Hexd, 3aTeM mo 120 mr
Kaxnble 4 Hen. YacToTa HexXellaTeJIbHBIX SIBJICHUN B C-
ciegoBaHuu SAkuraSky Obuta cormocTtaBuMa B TPYIIIe
HUCCeayeMOro MperaparTa U TpyIie 1ialebdo; HauboJiee
4acTo BCTpeyaluch MHOEKLMU MOYEBbIBOASALLMX MyTel
1 BEpXHMX IbIXaTeJIbHBIX IMyTE, a TaKxkKe Ha30(papuHTUT
[25, 51].

Nmmynormo0ymabl. Bo3aMoxkHO TpuMeHeHe MHOY3Ui
YeJIOBEYeCKOro MMMYHOIIO0y/IMHA B o3¢ 0,4 I/KT/CyT B Te-
yeHne 5 gHew, 3ateM 0,4—1,0 r/Kr/cyT Kaxmeie 2—3 Mec.
JlaHHBII BapyaHT Teparuu MpeaynpexaeHuss 000CTpeHU
11eJIeCO00pa3eH ISl IPUMEHEHUS y TTALIMEHTOB C PN~
BUPYIOIIMMU MHGEKINSIMA Ha (hOHE Teparii UMMYHOJIE-
npeccantamu [4].

Taxum o6pa3zom, B HacTosliee Bpems B Poccuu 3a-
peructpupoBaHo 2 npernapara mis gedyeHnus 3COHM,
CEepONOJIOXUTENbHOro mo antuteaam K AQP4: carpa-
Jm3yMab 1 akyau3ymab. [1pu atom tepanus antu-MOG-
CepOITOJIOXUTETbHBIX MAIIMEHTOB M MAIIMEHTOB C CEPO-
OTPUILIATEILHBIM CTaTyCOM OKOHYATEIbHO HE perIaMeH-
THUpoBaHa. JleueHNe MAIMEHTOB, CEPOOTPHUIIATEIbHBIX
o antutenam K AQP4, gacTto octaetcs B pamkax off-label
[43, 47, 52].
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