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B nocaednue decsamunemus Habaodaemes: GbiCMpblil poCm pacnpocmpaHeHHOCIU 0eMUCAUHUSUPYIOUUX 3a001e6aHULL cpedu NeOUamPU1ECKUX
nayuenmos. B cés3u ¢ smum eo3pacmaem Heo6X00UMOCmy usyueHus 0aHHOU namoaoeuu y emeii 045 C60e8PeMeHH020 YCMAaHOo8AeHUs duae-
H03a U paHHe20 HA3HAYEeHUs 8bICOK0IPeKmuUsH020 namozeHemu1eckoeo aeveHus. 3aboresanus cnekmpa onmukoneepomueauma (3COHM)
npeocmagasom coooil epynny msajicenvix 0eMueAUHU3UPYUUX 3a601e8anuil, 006e0UHeHHbIX eOUHBIM NAMOLeHEMUHeCKUM MEXAHUZMOM U NO-
paxcarouux é nepeyro ouepeds 3pumenvHble Hepevl U CHUHHOU Mo3e. B 0630pe npedcmasgaenvt 0CHOBHbIE KAUHUKO-3NUOeMUOL02UecKUe Xapa-
kmepucmuxu 3COHM ¢ neduampuueckoii nonyasyuu. IlodpobHo oceeuieHvl 60npocsl namozeres3d, 8 0CHOBE KOMOPO20 AeHCUM 8bipadoOmKa
anmumen K akeanopuny-4, u NOMeHYUaIbHbIX Mepaneemuyeckux muuiereil. Pazduparomes duasnocmuueckue Kpumepuu U Aejicaujue 6 ux
0CHOGe KAUHUYeCKUe NPOsABAeHUs, a MAaKice Ux ocobeHHocmu 6 demckom eospacme. [Ipedcmasnen dughgpepernyuanrvHo-ouaenocmuteckuii pso
Haubosee 4acmo 8cmpearuuxcs COCMOSHUI, ¢ KOMOPbIMU 8 Nepayio o4epeds Heodxodumo dupgepernyuposams 3COHM y demeii. Ocoboe
BHUMAHUE YOeNeHO NAMOLEHEMUYeCKOMY NeHeHU0 000CmpeHUil U mapeemuoli mepanuu 045 npedynpescoenus 060cmpenuil, Komopas omHo-
CUMENbHO HeOABHO NPOOEMOHCIMPUPOBANa IhgheKkmusHocmy U 0biaa 0000peHa K NPUMEHEHUI Y RAUUeHmMOo8 0emCK020 603pacma.
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In recent decades, the prevalence of demyelinating diseases in paediatric patients has increased rapidly. In this context, there is an increasing
need for the study of this pathology in children to enable timely diagnosis and early prescription of highly effective pathogenetic treatment.
Neuromyelitis optica spectrum disorders (NMOSD) are a group of severe demyelinating disorders that are united by a single pathogenetic mech-
anism and primarily affection of the optic nerves and spinal cord. The review presents the main clinical and epidemiological features of NMOSD
in the paediatric population. The issues of pathogenesis, which is based on the formation of antibodies against aquaporin-4, and possible ther-
apeutic targets are discussed in detail. The diagnostic criteria and the underlying clinical manifestations as well as their characteristics in child-
hood are analysed. We present a differential diagnostic framework of the most common diseases, which have to be distinguished from NMOSD
in children. Particular attention is paid to the pathogenetic treatment of exacerbations and targeted therapy to prevent exacerbations, which has
relatively recently proven its efficacy and been approved for use in paediatric patients.
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3aboneBaHus CIIeKTpa ONITUKOHEBPOMHUEUTA MPY OTHOCUTEIbHON COXPAaHHOCTH TOJJOBHOTO MO3ra. bojbiast
(3COHM) — rpynna ayTOMMMYHHbBIX BOCIIAJIMTEIbHbBIX 32001e- yacTb Beex ciaydaeB 3COHM npeacTaBisioT cod0ii ayTOMMMYH -
BaHUI1 LIeHTpaabHO HepBHOI cucteMsl (LIHC) ¢ mpenmyiect- HYIO aCTPOLIMUTOIIATHIO, BEI3BAHHYIO aHTUTEIaMU K OEIKY BOMI-
BEHHBIM TTOPa’K€HHEM 3PUTEJIBHOTO HEpBa M CIIMHHOTO MO3Ta HBIX KaHaJIOB akBanopuHy-4 (aquaporin 4, AQP4). Y manmeHnToB
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¢ 3COHM, B CBIBOPOTKE KOTOPBIX OTCYTCTBYIOT aHTUTEJA
K AQP4, B ocHOBE IMaTOJOTMYECKOTro Ipoliecca MOXKET JIeXKaTh
JNeMUeMHU3alusl, CBSI3aHHasi ¢ 00pa30BaHUEM aHTUTEN K MUe-
JIMH-OJIUTOACHAPOLIMTAPHOMY TJIMKOMpoTenHy (myelin oligo-
dendrocyte glycoprotein, MOG). Takke BO3BMOXHBI JIBaXKIbI CE-
pOHeTaTUBHbIE MALMEHThI, Y KOTOPbIX HE BBISIBJISIIOTCSI HU aHTU-
Tena K AQP4, nu antutena k MOG [1].

dnupemuonornyeckue ocobennoctu 3COHM

CpenHuii Bo3pact ne6rota 3adoaeBanust — ot 20 1o 40 e,
OJHAKO BCTPEYAIOTCS clydyan Hauyaja 3abojieBaHUS KakK B JET-
CKOM, TaK M B TIOXWJIOM Bo3pacTte. Jlnama3zoH gedroTa 3a00J1e-
BaHUs cocTaisieT oT 3 10 80 sieT. 3a00sieBa€MOCTb U pacrpo-
ctpaHeHHocTh 3COHM y neteii Majno M3y4YeHbI, MOCKOJbKY
TONBKO y 3—5 % Bcex MallMeHTOB 3a00JieBaHuE NeOI0TUPYET 10
18 ner [2].

3abosieBaHME PACIIPOCTPAHEHO MOBCEMECTHO, HO C pa3-
JIMYHOIM YaCcTOTOM B pa3HbIX CTpaHax; IIOCJe MPOBEAEHHOIO
B 2015 r. mepecmotpa auarHoctuyeckux kputepues 3COHM
BBISIBJISIEMOCTD 3TOM MaToJIOrMu Bo3pocia. Ha maHHbBIN MOMEHT
snuaemuonornyeckue ucciaegopanuss 3COHM Bo MHoOrux
CcTpaHax He 3aBepIleHbl 10 KOHIIA; M3BECTHO, YTO B adpo-Ka-
PUOCKOI TIOMYJISILIUY CaMble BBICOKHE €KETOAHBIC TTOKa3aTeIn
3a00JIeBaMOCTH U pacpocTpaHeHHOCTH B Mupe — 0,73 u 10 ciy-
yaeB Ha 100 ThIC. 4eJIOBEK COOTBETCTBEHHO. Takke BbICOKa pac-
npocrpaHeHHocTh 3COHM B asuarckoit monyisuuu |[3].
C npyroit ctopoHbl, B ABcTtpaiuu u HoBoit 3enaHauu camast
Huskas 3a0oeBaeMoctb (0,037 Ha 100 ThICc. HaceJlleHuUsI) U pac-
npoctpaHeHHOCcTh (0,7 Ha 100 Thic.). B HEKOTOPBIX 3MUAEMUO-
JIOTMYECKUX MCCIEeI0BAaHUSX, BKIIOYABIIMX MeAUMATPUUYECKUX
MalMEHTOB, exXeroaHas 3a0ojieBacMoCTh Bapbuposaia ot 0,031
10 0,06 Ha 100 ThIC. IeTei, a pacnpocTpaHeHHOCTh — oT 0,06 10
0,22 na 100 tbIC. meteii [4]. Hampumep, B AAnmonun yactora me-
nuatpudeckoro 3COHM cocraBuna 0,06 Ha 100 ThIC. HeTeid.
B perpocrniekTMBHOM WHCcenoBaHuU HaceldeHus: KaTamonun
B Mcmanum pacripoctpaHeHHOCTh U 3aboneBaemocts 3COHM
neauaTpuuyeckux rmnauueHTtoB coctaBuiu 0,22 u 0,037 Ha
100 ThIC. mereii cooTBETCTBEHHO [2]. B maTckom uccienoBaHuu
yactota 3COHM y nereii 6bl1a paccurtana kak 0,31 Ha MUUIM-
OH. B TaifBaHBCKOM HCCIIeIOBaHNM, TTPOBEACHHOM C MCITOJIh30-
BaHuMeM Oa3bl naHHbBIX National Health Insurance Research
Database, cpeaHeronoBoii rmokasaresb 3a00J1eBAEMOCTU COCTa-
Bua 1,1 Ha 1 MuH yenoBek [5].

B xpymHOM uccienoBaHUM, MPOBEACHHOM B KJIMHUKE
Maiio (CILA, mtat MuHHecoTa) y neaMaTpuuecKux Iaiu-
enToB ¢ 3COHM, cpenHuii BO3pacT Mpu MOSBICHUHN CUMIITO-
MOB cocTaBisti 12 jet (muana3oH ot 4 mo 18 ner), mpeobiama-
i aeBouku (88%) 1 mauMeHThI CO CMEIIAHHBIM STHUYECKUM
npoucxoxjaeHueMm [6]. B apyrom rneauaTpuyecKoM MOTMYJisi-
mmoHHoM uccienoBanuu B CLIA cpenHuit Bo3pacT mammeH-
TOB TIpU TMOSIBJCHUU CcUMIITOMOB cocTtaBus 10,2+4,7 rona.
Y nanueHTOB MoJioXe 11 JIeT COOTHOILIIEHHE 1eBOYEK U MaJlb-
YUKOB cocTaBiisijio 1,5:1, B To BpeMsl Kak y MallMeHTOB cTap-
mwe 11 mer — 3,25:1. Uto KacaeTcss STHUYECKOM MpUHAIIEeXK-
HoctH, 37% mauueHTOB ObUIM adpoaMepukaHuamu, 11% —
aspatamu u 13% — natuHoamepukaHiamu [6]. B Gpasuib-
ckom uccinenopanuu aereii ¢ 3COHM cpenHumii Bo3pact Ha-
yaja 3a00J1eBaHus cOCTaBIsA 13 et (auara3oH ot 5 no 17 1erT),
COOTHOILIEHHE AEBOYEK U MaIbYUKOB COCTABIISLIO 2,6:1, mpe-
obJaganay MalMeHThl CMEIIAHHON 3THUYECKON TpUHAIIEK-
HOCTU (eBpoIeou bl U Herpoubl) [7].

B Poccuiickoit Denepatiny UCClieJOBaHUS OTPAaHUUCHHBI,
3aboseBaeMocTb K 2021 . coctaBuiia 0,5 Ha 100 Thic. HaceaeHUs.
[MporHo3upyeMoe YUCIIO MallMeHTOB MOXKET COCTaBJISITh OT 660
TIPY HU3KOM CTETeHM MPOrHo3a 10 6179 mpu BEICOKOM CTEIeH!
nporHo3a [8]. OTaenbHbIM aHaIU3 MOArPYIITbI MALUEHTOB JAET-
CKoro Bo3pacTa B Poccuu He mpoBOIMJICS, B HACTOSILIMI MO-
MEHT B OTEUECTBEHHOM JUTepaType MpeacTaBieHbl eIMHUYHbIC
ciyyau 3COHM vy pmereit [9—11].

MaTtoreHeTH4Yyeckne MexaHusmbl 3COHM

B ocrHoBe 3COHM nexxut ayTOMMMYHHBIH TIpoliecc, Ha-
YUHAIOIINUICS ¢ aKTUBHOU TPOAYKIINY CIIeITN(UIECKUX aHTH-
TeJ Ha Tepudepun ¢ MOCIeAYIONIMM TPOHUKHOBEHUEM UX de-
pe3 TOBpEeXACHHbIN reMartosHuedannyeckuii 6apbep (I'DbB)
u cBs3biBaHueM ¢ AQP4. AQP4 — Gesok, urpamoliuii Kioye-
BYIO pOJIb B (POPMHUPOBAHUY BOTHOM TTOPHI U SIBJISIIOIIUIACS W3-
OupaTebHBIM TPAHCIIOPTEPOM BOJBL. JIOKanM3yeTcs B pa3iny-
Hbix otaenax LIHC, HauboJiee mmMpoko npeacTapieH B MeMOpa-
HE aCTPOLIUTAPHBIX HOXEK, B MECTaX X KOHTAKTa C SHAOTEM -
€M KpPOBEHOCHBIX cocynoB. AQP4 CKOHIIEHTpHpOBaH Ha TO-
BEPXHOCTSIX, KOHTAKTUPYIOIIUX C JUKBOPOM CyOapaxHOUIAb-
HOTO TIPOCTPAHCTBA M XeJynoukoB mMo3ra [12]. ¥ AQP4-momo-
KUTeNbHBIX TanreHToB AQP4-1gG nponukaet B [IHC myTtem
SHIOTETUAIBHOTO TPAHCIIUTO3a WU B OOJIACTU TTOBBIIIEHHOMN
nponunaemoctu I'Db u cBsasbiBaetcsa ¢ 6enkom AQP4. BDto
TIPUBOJINT K TTOBPEKICHUIO aCTPOIIMTOB, TTPEUMYIIECTBEHHBIM
MEeXaHM3MOM KOTOPOTO CIYKUT KOMIUIEMEHT-0ITOCPeIoBaHHASs
LIUTOTOKCUYHOCTh: aKTMBUPYETCSI CHCTeMa KOMILJIEMEHTa, YTO
CIocoOCTBYET 00pa30BaHUI0 MEMOPAHOATAKYIOIIETO KOMIUIEK-
ca, OMoCpenyIoLIero HIMTOTOKCUYecKoe AeiCTBUEe Ha acTPOLM-
THI TIyTeM 0Opa3oBaHMS MOP Ha KJIETOUHOI MeMOpaHe (KoMII-
JIeMEHT3aBUCHMasl IMTOTOKCUYHOCTh). OOpa3oBaBILIMECs TPO-
IYKTHl aKTUBAllMM KOMIUIEMEHTa YCUJIMBAIOT BOCMAJeHUE 3a
CUeT CBOMX XeMOTaKcuueckuxX 3(hdeKToB ¢ MHOWIBTpanmeit
HelTpoduIoB, 303MHOGUIOB U MakpodaroB B TKanu LIHC
[13]. B3aumoneiicteue AQP4-IgG ¢ acTporutamMu TPUBOIUT
K CeKpeluyd MeAUaTopOB BOCIAJEHUsS U OKHUCIUTEILHOTO
cTpecca, YTO B IMOCJEOYIONIeM CITIOCOOCTBYET Tposudeparnu
MUKPOTJIMM C COMYTCTBYIOIIEH MHOUIbTpaueit HeiTpoduia-
MU U MakpodaramMu. Mukpornus u Makpodaru 3KCIpeccupy-
10T Fc-peuenrtopsl mis cBsa3eiBaHus [gG. CessbiBaHue Fe-pe-
nentopos ¢ yactbio Fc AQP4-1gG, c¢Bsi3aHHOI ¢ acTpOLIMTaMMU,
yBeJIMUMBaAeT MpoHuaeMoctb 'DB, 4To NpuUBOIUT K JerpaHy-
JIAIIUU €CTECTBEHHBIX KJIETOK-KWIJIEPOB U JOMOJIHUTEIbHOMY
LIUTOTOKCUYECKOMY BO3ICHCTBUIO Ha acTpouuThl. [lociemyio-
miee paspymienue Db u cexpetust mpoBOCaTUTENbHBIX ITUTO-
KUHOB [ 14] mpUBOAST K NaTbHENIIIEMY BTOPUYHOMY TTOBPEKIIe-
HUIO OJTUTONIEHIPOIIUTOB (KOTOpBIe He IKcTIpeccupyioT AQP4),
BBI3bIBAsI AeMueanHu3amnuto [15].

OmHUM W3 IUTOKWHOB, BBIIEISIEMBIX TOBPEXKICHHBIMU
KJIeTKaMH, sIBjsieTcst mHTepieiikun 6 (MJ16) — nmepBUYHBIN pe-
TYJISITOP OCTPOTO U XPOHUYECKOTO BOCHAIEHMSI, CIIOCOOCTBYIO-
LIMIA BO3HUKHOBEHUIO W IOAAECPXKAHUIO Pa3IUYHbIX ayTOUM-
MYHHBIX M BOCHAJIMTEIbHBIX 3aboyeBanuii [16]. MJI6 Moxer
BJIMSITh Ha aKTUBHOCTH 3a0ojeBaHus npu 3COHM, criocobceT-
Bys BBDKMBAHUIO IJ1a3MOOJIACTOB, CHUXasl I€JIOCTHOCTh
U ¢yHKIMoHaIbHOCTh, Db 1 yBenuuuBas nudbepeHIIMPOBKY
U aKTUBALMIO TIPOBOCTIATUTENbHBIX T-muMdormTos. [Mpous-
BOJICTBO ITaTOTeHHBIX BbicoKoapduHHBIX AQP4-IgG Tpebyer
Hamuus B-kieTok maMsTu, ayTOpeakTUBHBIX MO OTHOIIEHUIO
K AQP4, nna nocnenytouieit nuddepeHUMaInu B ria3mMooIa-
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CTBI U 3peJible TUTa3MaTUIeCcKre KJIETKU, KOTOpbIe OyIyT TIPOIy-
uupoBatb AQP4-1gG, crocoOcTBYs XpOHUYECKOMY TEUYEHUIO
npotecca [17]. UMMyHOIIaToreHeTUYeCcKre MeXaHU3Mbl Cepo-
HeTaTUBHBIX CJyJ9aeB reTepOreHHBI M HETOCTATOYHO M3YUYeHHI,
IMAarHOCTUMKa NaHHBIX (opM TpedyeT TILATENbHOrO MOIXO01a
M UCKJTIIOUEHUSI IPYTUX MPUYKH 3a0oieBaHus [18].

Y yacTu mauuMeHTOB, B CHIBOPOTKE KOTOPBIX OTCYTCTBY-
1ot aHtutenaa Kk AQP4, paszsutue 3COHM Bo3HUKaeT Beiiea-
crBue nopexneHuss MOG — crnenuduueckoro 6ejka Mue-
nmuHa LHHC, HeoOGxomumoro mis TONAEpXaHUSI CTPYKTYpPBI
MUETNHA U dKCTIPECCUPYIONIETOCS Ha eT0 BHEIIHE! MOoBepx-
HOoCcTH. B HacTosmiee BpeMsl MallMEHTOB C aHTUTEIAMU
K MOG BBIIETSIOT B OTASIBHYIO TPYIIY, MTPEIOKEHBI TUar-
HOCTUYECKHNE KpUTepuu 3aboJIeBaHUl, acCOIMUPOBAHHBIX
¢ MOG [19]. Hanuuue antuten Kk MOG y nereit BctpeyaeTcs
B 40% cayyaes 3COHM [20].

KnuHMYEecCKHe npoABneHusa

M AUATHOCTHYECKHME KpuTepun 3COHM

J1J1s1 TIOCTaHOBKM TOCTOBepHOTro AuarHo3a B 2015 . Mex-
IlyHapoaHoii rpymmoii mo auarHoctuke 3COHM 6111 pazpabo-
TaHbI ¥ TPEATIOKEHBI TSI KTMTHUIECKOTO MPUMEHEHUS TUarHo-
CTUYeCKre KPUTEPUU.

Jluaenocmuuecxue kpumepuu das 3COHM ¢ AQP4-1gG:

1. He MeHee OHOTO OCHOBHOTO KJIMHUYECKOTO CUHIPO-
Ma (ONITUYECKUIT HEBPUT, OCTPBIN MUEIIUT, CHHIPOM TIOPaKEHUS
area postrema, OCTPbIA CTBOJIOBOW CUHIPOM, OCTPBIA AWIHIIE-
GbaabHbIil CUHIPOM, LIepeOpaTbHbI CUHIPOM).

2. TonoxwutenbHblil TecT Ha AQP4-IgG ¢ moMolibio Me-
TOJOB, UCTIOJIB3YIOLIMX KJIETOUHYIO MPe3eHTALUI0 aHTUTEHA.

3. UckmoyeHue aabTepHAaTUBHBIX TUArHO30B.

Jluaenocmuueckue xkpumepuu oaas 3COHM npu omcymcm-
euu AQP4-1IgG aubo npu neusgecmruom AQP4-IgG-cmamyce:

1. He mMeHee OBYX OCHOBHBIX KIMHUYECKUX CUHIPOMOB,
SIBUBIIUXCS PE3YJbTaTOM OJHOTO WM HECKOJbKUX KIWHUYE-
CKUX 00OCTPEHUI U COOTBETCTBUE MOTIOTHUTETLHBIM TpeOoBa-
HusiMm K MPT.

2. Otpunatenbhbiii Tect Ha AQP4-1gG 1160 HEBO3MOX-
HOCTb ITPOBEICHUS TeCTa C TIOMOIIBIO METOIOB, MCITOIb3YIOIINX
KJIETOYHYIO TTPEe3eHTAIIMIO aHTUTEeHA.

3. UckioueHure aabTepHAaTUBHBIX IUarHo30B [21, 22].

HecMoTpst Ha TO 4TO OOJBIIMHCTBO KIMHUYECKUX, HEHPO-
BU3YyaJM3aLIMOHHBIX U JJabopaTopHbIX xapakTepuctuk 3COHM
y AeTeii aHaJOTMYHBI TAKOBBIM y B3POCIHbIX, nuddepeHunanb-
Hasi IMaTHOCTHKA Y IeTeil 3aTpyIHUTEIbHA B CBSI3U ¢ OoJiee Jac-
THIM pa3BUTHEM B JIETCKOM BO3PacTe OCTPOTO MUCCEMUHUPO-
BaHHOTO dHIleasioMuennTa (CUH. OCTPBIN pacCesTHHBIN DHIle-
danomuenutr — OPOM) u 0coOGEHHOCTIMU KITMHUYIECKON Kap-
TUHBI paccesiHHoro ckiiepo3a (PC). Tem He MeHee HOBbIE KpUTe-
pUM cipaBeTUBbI U 151 Aetei [23].

K ocHOBHbIM kaunuueckum xapaxmepucmuxam 3COHM
OTHOCSITCSI:

1. Iopascenue 3pumenvroeo nepéa (OTHOCTOPOHHUI WK
HeperKO OJHOBPEMEHHO JABYCTOPOHHUII OMTUYECKUI HEBPUT)
C BKJIIOUEHHMEM 3aIHUX OT/EJIOB 3pUTEJIbHOTO HEPBa, TAKXKe pac-
TPOCTPAHSIIOLIEECs] Ha XMa3My U PSIIOM PACTIONOXKEHHBIH TUMo-
taiamyc. OHO MOXET IMPOJOJIKATHCSI HECKOJIbKO YacOB WU
IHel. XapaKTepu3yeTcsl BHE3aTHOM yTpaToii 3peHusT, CHUXKEeHU -
€M OCTPOTHI 3peHUSsT, OOTBIO B TJIa3aX, yXyAIIEHUEM BOCTIPUSITHS
IIBETOB, CBETOOO0SI3HBIO. ONITUYECKUIT HEBPUT SIBJISIETCS TIEPBBIM
kiuHudeckum npossieHueM 3COHM y nereit 6ojiee yeM B 10-
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JIOBUHE CilydaeB; 3a4acTyio (1o 50% ciiydyaeB) OH ObIBaeT JIBY-
CTOpOHHUM [6]. B yeTBepTH ciydaeB CTOWKME 3pUTEIbHBIC Ha-
PYIICHUST COXPAHSIOTCS Y JIETeil Iociie TePBOrO IPOSIBICHMS
OINTUYECKOro HeBpUTa [24].

2. Ilopajcenue cnunnoeo mosea: TIOJHBIN, pexe — MapLu-
AJIbHBIN TMOMEPeYHbIi MUETUT C IBYCTOPOHHUMU CUMMETPHUY-
HBIMU U aCUMMETPUYHBIMU ABUTATEIbHBIMU, UYBCTBUTEIbHbBI-
MM HapyLIEHUSIMM, PAaCCTPOUCTBOM (DYHKIIMI TA30BbIX OPTAHOB.
B nmerckoit monynsuumn nedror 3COHM ¢ octporo muenura
BcTpeuaercst B 30—50% ciyyaes [25].

3. Ilopascenue 30mHbl area postrema — COTIPOBOXKIACTCS
Pa3TMIHBIMU TIPOSIBICHUSIMU, BKITIOYAsi HEKYTTUPYEMYIO UKOTY,
TOIITHOTY W PBOTY, KOTOPBIE MOTYT TPOMIOJIKATHCS OT HECKOJb-
KUX THeI 10 HECKOJIbKUX Henelb. VX 4acToTa JOBOJIBHO BHICO-
Ka — nocturaet 51%.

4. Ilopascenue cmeona 201081020 Mo3ea. OCTPbIil CTBOJIO-
BOI CUHIPOM IpeNCTaBIIsIET COO0U MOBPEXKIEHNE CTBOJIA FOIOB-
Horo Mosra. CUMNTOMBI: HAPYLIEHUsI CO CTOPOHBI TJ1a30/BUTa-
TEJbHBIX HEPBOB, MOTOPHAsI, CEHCOPHAsi U MO3XEUKOBasi AMC-
dyuxumu. lanubiit cunapom Betpevaetcs ipu 3COHM He Tak
4acTo, HO MOXKET MPUBECTU K JIETAILHOMY MCXOIY BCJIEICTBUE
HaJM4us B OOJIACTH CTBOJIA MO3Ta MHOTMX KM3HEHHO BasKHBIX
1eHTpoB. Yaiie BCero cMepTh HACTYITaeT U3-3a PeCIIMPaTOPHOIL
Y TIOJTMOPTaHHOU HETOCTaTOYHOCTH. PacTipocTpaHeHHOCTh TaH-
HOTO CHHApPOMAa COIOCTaBUMa CPEIW B3POCIBIX U JeTeit
¢ 3COHM [23].

5. Iopaxcenue npomexcymounoeo mozea. HdusHiedanb-
Hble CUMIITOMBI TIPYU ONTUKOHEBPOMUEIUTE CBSI3aHBI C TOpa-
XKEeHMEM Tajlamyca, runoTaiamyca win oonactu 111 xxenynouka.
XapakTepusyeTcsl HapkoJierncueil (rarojiornueckasi JHEBHas
COHJIMBOCTD C 3MU30[]aMU KaTarjeKCUu), TMIePCOMHOIEHTHO-
CTBIO, PACCTPOCTBAMU MUILIEBOTO MMOBEACHUSI, TUTIOHATPUEMU -
eit, runorepmueii. [Ipu aToM B TenUaTpUUECcKOil MOMyISILIUN
nareHToB ¢ 3COHM uarie BcTpevaroTcst SHIOKPUHHbBIE HAPY-
meHus [26].

6. TMopaxeHue MOJyIIAPUII TOJOBHOTO Mo3ra (reMuIia-
pe3, 00YCIIOBJIEHHBIH MOpakeHWeM CTPYKTYP MTUPAMUIHOTO ITy-
TH, TEeMUTUTIECTE3WsI, IHIIeDaronaTrsi, OTHOCTOPOHHSIST TeMHa-
HOIICHsI, KOpPKOBas cliernota). B ciaydae mopaskeHUsT GOJIBIINX
MOJTyLIApUiA y eTeid, yalle 4eM y B3pOCbIX, TPU HEMpOBU3Yya-
JIM3alUu HaOMIoAa0TCs KpyMnHble ciuBHBIe oyaru (OPDM-mo-
noo6HbIe) [27].

Mg 3COHM xapakTepHbl paguoornyeckue Mpu3Haku
MPOAOJIBHOTO PACIPOCTPAHEHHOTO IMOMEPEYHOTro MUeIuTa
(0603HaYaeMOro aHTJOs3bIUHON ab0peBuatypoit LETM —
Longitudinally Extensive Transverse Myelitis), TpOTSoKeHHOCTBIO
ouara Ha TpW U 6oJiee TTO3BOHOYHBIX CETMEHTAa C BOBJIIEUCHUEM
LIEHTPAJIIBHBIX OTIEJIOB CEpPOro BEIIeCTBa CIMHHOIO MO3Ta
U TIpU3HAKaMM OTeKa, a TAakKKe pacipoCTpaHeHNe ovara B IIeli-
HOM OTJieJie Ha CTBOJI TrojioBHOro mosra (puc. 1) [28]. OgHako
npu 3COHM nHorna o6HapykuBalOTCS U YKOPOUEHHbIE (MEHee
TPEX MO3BOHOYHBIX CETMEHTOB) OYaru; MpUIMHAMU MOTYT OBITh
160 BbinosiHeHue MPT Ha paHHel cTaguu pa3BUTUSI OCTPOTO
MUEJIUTA, KOTJIa ouar elle He MOJHOCTbIO chOpMUPOBAIICS, JIU-
00, HAMpoOTUB, MPOBEACHUE HEMPOBU3YATU3ALUN B PE3UTyalIb-
HOM TMepuoje, KOrga ouyar M3 HEeNpepbIBHOTO IPEeBpaTUIICS
B (pparmenTupoBanHbIii [29]. LETM-ouaru B netckoii mormysisi-
UM BCTPEUAIOTCSI pexXe, YeM BO B3POCIOM BO3pacTe; MaHHbIE
odJaru MOTYT Takke HaOmonateest u mpu OPOM [30].

[Mpu 3COHM Ha MPT romoBHOTO MO3Ta OOHAPYKUBaET-
cs1 OmarepajabHOe MOpaXeHWe 3PUTENbHBIX HEPBOB, PAcCIpo-
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Puc. 1. Ocmpuiii mueaum npu 3COHM.
Ouae LETM, 3axeamuiéarouuii
weliHblll omoen CNUHHO20 MOo3ed.

MPT 6 pexcume T2
Fig. 1. NMOSD with acute myelitis.
LETM lesion involving the cervical
spinal cord on T2 MRI

Puc. 2. Onmuueckuii neepum
npu 3COHM. Hakonaenue KoHmpacmHoeo
6euecmea o4azom 6 Xuasme.
MPT 6 pexcume T1 ¢ eadorurnuem
Fig. 2. NMOSD with optic
neuritis. Contrast-positive lesion
in the chiasm. T1 Gd+ MRI

Puc. 3. Cundpom nopaxcenus area
postrema npu 3COHM. Ouae
6 npodoncogamom mosee (area postrema;
cmpeaxa). MPT 6 pexcume T2-FLAIR
Fig. 3. NMOSD with area postrema
syndrome. Lesion in the medulla oblongata
(area postrema; arrow). T2-FLAIR MRI

CTpaHsIoIIeecs 6oiee YeM Ha TIOJIOBUHY JUTMHBI HepBa WY 3aTparuBaroliee mpeuMyIie-
CTBEHHO 3aJHUE €0 OTIEJIbI C BOBJIeUeHUEM xua3mhbl (puc. 2) [29].

CornacHo kputepusim 2006 I., oTcyTcTBUE criennduieckux n3meHenuii Ha MPT
TOJIOBHOTO MO3Ta OTHOCUJIOCH K KPUTEPUSIM AMArHOCTUKM onTukomuenura [31]. OnHa-
KO JajipHele HaOMI0AeHUsI MOKa3aln, YTO oYaru B 6€JI0M BELIECTBE TOJIOBHOTO MO3-
ra Habmonalorcst B 60% ciydaeB, IpUYeM 4acThb 3TUX OYaroB ynoBiaeTBopsiior MPT-
kputepusim bapkoda [32]. XapakrepHa JloKaau3alus 04aroB B JOpPCaJbHBIX OTAEIaxX
MPOIOJITOBATOr0 Mo3ra (0COOCHHO B area postrema), B TUaHIEMaIbHOI 001acTH, TIIy-
OMHHBIX OTAEJaX MOMYIIapUii MO3Ta; HAOMIONAIOTCS KPYITHbIE CIMBHBIE OYard 1 JINH-
HbIE, ¢ TIPU3HAKaMM OTeKa, 0OYarv B MO30JIUCTOM Teie (puc. 3—5) [27].

OnHO U3 KITI0YeBBIX MeCT B yctaHoBIeHnn auartHoza 3COHM otBoautest tabopa-
TOPHOU TUArHOCTWKE, B TEPBYIO OYepelb aHAIM3y CHIBOPOTKM KPOBM Ha aHTUTENA
AQP4-1gG. 1151 ux BBISIBACHUSI MOTYT MCIIOJIb30BATHCS UMMYHOMII0OPECLIEHTHbBIE Me-
TOJIbI, K KOTOPBIM OTHOCUTCSI aHAJIU3 C TKAHEBOI Mpe3eHTallueil aHTUIeHa, Herpsmasi
UMMYHO(III0OpECLIEHIIMS ¢ KIETOYHOM Mpe3eHTaleil aHTUreHa, mpoTouyHast HUTodiry-
OpUMETPHSI, GEJTKOBBIE METOIbI (PATMOMMMYHOIIPELIMITUTALIVS 1 UMMYHOMDEePMEHTHBIM
aHanau3s).

30JI0TBIM CTaHIAPTOM SIBJISIETCSI METOA HEMpsIMOi MMMYHOQUIIOOpECLEeHIMU
¢ KJIETOUHOM mpe3eHTalueil aHTureHa (cell-based serum assay; AeTeKLIMSI ¢ TTOMOIIIbIO
MUKPOCKOIUU MU MPOTOYHON LIMTOMETPUM) KOTOPBIII OCHOBAH HA BBISIBIEHUU aHTU-
Tea B KyJbType KieToK. CrelmduIHOCTh JaHHOro Metona ompeneneHus AQP4-1gG
B CBIBOPOTKE KPOBHU cOoCTaBJisieT 99%, 4yBCTBUTEIBHOCTb — 75%. KauecTBEHHBIM MOJIO-
JKUTENBbHBIM pe3ynbTatroM Ha AQP4-IgG aBmsietcs metexkuus crieruduieckon (uioo-
pecuieHIMU Tipu TUTpe pasBeneHus 1:10 u 6onee [33].

BaxHbiM acriektom siBiisietcs oOHapyxeHue AQP4-I1gG nMeHHO B ChIBOPOTKE
KpOBH, a He B JIUKBOPE, TaK KaK NaHHbIE aHTUTeNIa TIPOMYLIUPYIOTCS B-rmMboruramu
Y JIWIIb [TOTOM TTPOHMKAIOT Yepe3 DB, rae mpoucxXonuT ux cBA3bIBaHUE, ITO3TOMY KOH-
ueHtpauust AQP4-IgG B nepedpocnuHanbHoit xunkoctu (LICXK) 3HaunTeIbHO HUXKE,
4yeM B KpoBH, a ux obHapyxeHue B LIC2K BO3MOXHO, Kak MpaBuiIo, TONbKO B MOMEHT
obocTpeHust 3abosieBaHus [34].

Antutena Kk AQP4 BoisiBisiiorcs npumepHo y 70% nauuentos ¢ 3COHM, y oc-
TaibHbIX 30% GOJIbHBIX BBISIBISIIOTCS aHTUTea K MOG. DT1 nauyeHThl OTJIMYalOTCs OT
AQP4-1gG-cepono3uTHBHBIX MTAIIMEHTOB 00JIee MOJIOIBIM BO3PAaCTOM M MEHBIIIEI BepoO-
SITHOCTBIO peLIUANBUpYIOIIero TedeHust [19].

B Hekoropwix ciaydyasx m3HadanbHO AQP4-IgG-cepoHeraTuBHBIC MAlMEHTHI
TO3Hee CTAHOBSITCSI CEPOMTO3UTUBHBIMU. Takue CUTyallud MOXHO OOBSICHUTH He ab-
COJIIOTHOI 4yBCTBUTEJIBHOCTBIO TUATHOCTUKY, BO3MOXHBIM TIOSIBIEHHEM aHTUTEN 10
Mepe BO3HUKHOBEHUS PELMIMBOB 3200JIeBaHUS, a TAKXKE YMEHbIICHUEM YPOBHS aH-
tuten K AQP4 BciencTBue mpoBeneHUsT UMMYHOCYTIPECCUBHOM Tepanuy y 4YacTy Ia-
LHUeHTOoB [34].

Puc. 4. llepusnendumanvhoie Puc. 5. lopascenue 6orvuiux
nopajceHus cmeoaa mo3ea (Mocma,) noaywiapuii 201081020 M032d
npu 3COHM (cmpeaxu). MPT u manamycoé npu 3COHM. MPT
6 pexcume T2-FLAIR 6 pexcume T2-FLAIR
Fig. 4. NMOSD with periependymal Fig. 5. NMOSD with lesions
brainstem (pons) lesions (arrows). in the cerebral hemispheres
T2-FLAIR MRI and thalamus. T2-FLAIR MRI
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AvthdepeHunanbiad AMarHocTuka 3COHM

Juddepennnanpuyo nuarHoctuky 3COHM cnenyer
TIPOBOAUTH C APYTUMU ASMUETUHUZUPYIOIINMU 3200 BaHUSI-
mu: PC u OPOM, xapakTepusylomUMUCs KaK KJIMHAYECKU-
MU, TaK ¥ HEWPOBU3YyaIN3alIMOHHBIMA OCOOCHHOCTSIMU, UH-
GeKIMOHHBIMU 3a00JIeBAaHUSIMM, HapyHIEHUSIMHW TMTUTAHUS
1 00MeHa BEeIeCTB, MUIIEeMUISCKUM Y TOKCUIECKUM ITopaxe-
HUEM, HacJeJCTBEHHBIMU 3a00JIeBaHUSIMU, B YACTHOCTH 0O-
sne3Hblo Jlebepa, TOKCMYECKOW M TpaBMaTUYECKOM OINTUYE-
CKMMU HEBPOMATUSIMU, CUCTEMHBIMU ayTOUMMYHHBIMU 3200-
JIeBaHUSAMU (CUCTEeMHasi KpacHasi BosyaHka, cuHapowm Iller-
peHa u ap.) [35]. 3avacTyl MalMEHTHI, MO3UTHBHBIEC I1O
AQP4-1gG, umeroT n1Ba UK OIHO MapaljIe IbHO TEKYIIUX ayTO-
WUMMYHHBIX 3a0oieBaHusi. B cBsi3u ¢ aTuM octaercs He IO
KOHIIA SICHBIM, CITy’kKaT HEBPOJIOTUYECKHE CUMIITOMBI TIPU
MaHHOM COCTOSTHUM TIPOSIBJIEHUEM €IMHOTO TTaTOJIOTMYECKOTO
npouecca unu 3COHM; Haubosiee BEepOsSITHO, UMEET MECTO
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KOMOPOUJIHOCTb, KOTOpasi B AETCKOW MOMYJSLUU ITOCTUTaeT
40% cpenu manueHToB ¢ ceporno3nTuBHEIM 3COHM [36].

OCHOBHbIE TPYIIbl 3a007€BaHUI, C KOTOPBIMU CJEIYEeT
nubdepeHunposat 3COHM y nereit, 1 1ONMOJHUTEIbHbIE ME-
TOMbI UccaenoBaHuit [35] mpuBeaeHbI B TabauULIE.

Tepanua 3COHM

Kaxnoe oboctpenue 3COHM, B 4aCTHOCTU MPOJOJIb-
HBIII MUEJIUT WM ONTUYECKU HEBPUT, HEPEIKO MPUBOIUT
K CTOMKUM HeoOpaTUMBIM MociencTBusM. HeBpomornueckuii
nepuuut mocie aedbora 3COHM MOXeT cocTaBIATh B Cpell-
HeM 710 25% OT 0011ero YpOBHSI MHBATUAM3AIMU B Pe3yjbTaTe
3a0osieBaHusd. B cpeagHem kaxpaoe odoctpeHue 3COHM npu-
BOJIMT K yBeqauueHuto 6auia EDSS munumym Ha 1,0 [37]. T1a-
ToreHeTuyeckyto tepanuio 3COHM crenyer HauMHATH cpasy
MocJjie TOCTAHOBKM IMarHo3a, U ee OCHOBHOM 11eJTbIO SIBJISIETCSI
MpeaynpexaeHne HOBbIX 000CTPEHM I, KOTOPbIE MOTYT CyIlie-

HNuppgpepenyuarvnas duaenocmuxka 3COHM y demeil
Differential diagnosis of pediatric NMOSD

a
g%,(rgllen T Ho3omnorun
JleMueauHmn- PC
3UpYIOIINE OPBM
3a00J1eBaHUST MOG-accouumnpo-
BaHHbIE 3a00JIeBaHUSL
CucreMHble Capkounnos
ayTOMMMYHHbIE CucremHas
3200JIeBaHMSI KpacHasi BOJTYaHKA
C MopaXxeHueM Cunapowm Illerpena
IHHC Bonesnn bexuera
(«Heipo-bexueT»)
HacnencrseHHbIe LHON
3a00JIeBaHUS LBSL (rer DARS?2)
HBSL (ren DARST)
HenocratouHocTh
O6uoTrHuAa3el (reH BTD)
Merabonnyeckue Jedunur Butamuna B,
HapyIIeHUsI Hedunur
b osIMeBoI KUCIOThI
Heduuut Butamuna E
Heduuurt mean
Cocynuctbie Mmemuyeckas
3a00JIeBaHUS ONTUYECKasi HEBPOTATUS
MHbapKT CIMHHOTO MO3Ta
MNHbeKIMOHHbIe NHbekmoHHast
3a00JIeBaHUS ONnTHYECKasi HEBPOMATHSI
HeitpopetuHut
MH)eKIMOHHBII MUETUT
OcTpblil BSUIBII MUEJTUT
HoBoobpa3zoBanus [inoma

3PUTEILHOTO HEpBa
OrnyxoJu CTMHHOTO MO3Ta

JlononHuTEbHBIE
JMATHOCTHYECKHE MCCIIE0BAHUS

O6uumii anaaus LICK,
OIIeHKA ITUTO3a, KJIETOYHOTO COCTaBa,
HCCIIEIOBAHNE OJUTOKIOHAIBHBIX aHTUTET,
BhIsIBIIeHHE aHTUTE]T K MOG B CBIBOPOTKE

[NaHenb aHTUHYKJIEAPHBIX aHTUTE,
aHTuTena anti-SSA u anti-SSB,
AIIO B chiBopoTke u LICXK, oneHka
LIMTO3a,JIIOKO3bI U OesiKa B JIMKBOPE,
KT u/umu 19T rpynHoit KIeTKH,
HaJIMYMe CUCTEMHBIX TIPOSIBJICHUI

DK30MHOE CEKBEHUPOBaHUE,
CEKBCHHMPOBAHME MUTOXOHAPUATBEHON
JHK, onpeneneHue laktata B CbIBOPOTKE
u LICXK, olieHKa OpraHuYeCKUX KUCIOT
B MOuYe, Olpe/eeHne aMMUaKa

OOt aHAIM3 KPOBU, aHAIU3
CBIBOPOTKHU Ha MEJib, IIEPY/IOTUIa3MIH,
anba-Tokodepo, IMaHOKOOaIaMUH,

(osaTer, METHUIIMATOHOBYIO KHCIIOTY,
TOMOIIMCTENH

Jndbdy3noHHO-B3BEIIICHHBIE
unzobpaxenus: (MPT)
CrnmHaibHast anruorpadust

HUccnenosanus ceiBopotku u LICK
Ha BUpyc DmniuTeiiHa—bapp,
LIUTOMETAIIOBUPYC, BUPYC JIMXOPAIKHU
3anagHoro Huuta, Bupyc Bapuiiesuia-
30CcTep, OapTOHEILTY, TOKCOIUIa3My

OtcyTCcTBUE OTBETA
Ha MPOTHUBOBOCIIATUTEIHHYIO
Tepanuio, UMMYHOTEPAITUIO, OMOTICHS

Ipumenanue. ATI® — anruorensunnpenpamaonmii hepment; KT — kommnbiotepHast tomorpadust; [IOT —
TMO3UTPOHHO-9MHUccroHHast Tomorpacdust; LHON (Leber's hereditary optic neuropathy) — HaclieacTBeHHast
HeBpornarus 3putebHbIX HepBoB Jlebepa; LBSL (leukoencephalopathy with brainstem and spinal cord
involvement and lactate elevation) — neiikosHuUedanonaTs ¢ mopaxxeHueM CTBoJIa U CITMHHOTO MO3Tra U Io-
BbILIeHHEeM ypoBHs jiaktata; HBSL (leukoencephalopathy hypomyelination with brainstem and spinal cord
involvement and leg spasticity) — runmoMuesMHU3aLMs ¢ MOPaXEHUEM CTBOJIA U CIMHHOIO MO3Ta M CIIacThy-

HOCTBIO B HOTaXx.

CTBEHHO YCWJIUTh WHBaJUAU3ALUIO
U JaXe HOCUTh KU3HEYTPOKaIOLIUi Xa-
paktep [38].

Tepanmus 3COHM coctoutr wu3
Tpex cocTaBisiIoIux: 1) Tepanust 0060-
crpernit 3COHM; 2) HazHadyeHUe TIpe-
MapaToB, MPEeayNPeXIaloInx 000CcTpe-
Husg 3COHM; 3) cumnromaruueckas
Tepamnusi. YUUTbIBasi OTCYTCTBHE KOHT-
POJIMPYEMBIX MCCIIEIOBAHUI IO Tepa-
nuu OO0OCTpEeHMUIi, JeueHUue JeTei
JIOJIKHO TTPOBOJIUTHCS] HA OCHOBE OIbITA
Y B3POCJIBIX.

st JIeYeHUs 000CTpeHuit
3COHM npuMeHSIOT BEICOKHE T03bI M€-
TUJITIPETHN30J0Ha — 30 MI/KT eXeaHEeB-
HO (MakcuMasbHasi CyTO4YHas 103a —
1000 MT) BHYTPMBEHHO KameiIbHO C ITO-
CJIEIYIONINM TIEPEXOIOM Ha Tepopasib-
HBII TpYEeM TabJIETUPOBAHHOTO MTPETHM -
30JI0Ha B 703¢ | MI/KT B JIeHb, MaKCH-
MyM — 60 MT (1o 6 Mec) C TTOCTeNeHHBIM
CHMXKEHMEM JI03bl KaxJble 5—7 mHei
1o nosHoit otMeHbl |35]. Tpu Headde-
KTUBHOCTU Tepanuu TTIOKOKOPTUKOU-
laMU B BBICOKHX J103aX PEKOMEHIYeTCs
HCTOJb30BaTh UMMYHOTJIOOYIUH Yelo-
BeKa HOPMAJIbHBIN 711 BHYTPUBEHHOTO
BBeIeHUWs. BHyTpuBeHHOEe BBeIeHUE
UMMYHOTJIO0YTMHA UCITOTb3YeTCs Y Ta-
ureHToB ¢ 3CHOM kaxk uist Kynuposa-
HWST OCTPBIX TIPUCTYTIOB, TaK M B KAUECT-
Be mnpoduiakTuueckoi Ttepanuu [31].
PannoMu3upoBaHHBIE WCCAEIOBAHUS
IUIST OTIpeeICHUST ONTHUMAaJbHBIX JI03
U JJIATETBbHOCTU Te€panuu He MPOBOAM-
JIUCh; 1032, UCIOJb3yeMasi B TeKyllei
MpaKkTUKe, BapbUPYET U COCTABISIET OT
1 mo 2 r/kr. B caydae TsiKensix o6ocTpe-
HUI TPEATIOYTUTENIBHO MCIIOIb30BaAHUE
MJ1a3MO00MeHa: B CPaBHEHUM CO CTEpPO-
UIHON Tepamnueil mia3MoooMeH TTPUBO-
AT K JIydlieMy BoccTaHOBJIeHUo [39].
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OnHako B uccjacaoBaHum, ITPOBEACH-
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HOM Ha HEOOJBIIONW AETCKON TMONyIsIIuu (n=6), Mi1a3Moo0-
MeH 0BT 3(pDEeKTUBEH TOJBKO B MAKCUMAJIbHO paHHUE CPOKU
(10 gHeit) oT Havyasa 00OCTpPEHUSI; B Ciy4yae MPOBEASHUS Iia3-
MooOMeHa uepe3 17 nHeli 1 1mo3xe OT Hayaia 000CTpEeHHUs BOC-
CTaHOBJIEHUE HEBPOJOTUYECKOTro AedULMTa ObUIO HE3HAUM-
TeJbHbIM [40].

K coxanenuto, naxe mpu CBOeBpEeMEHHOM JiIeYeHUU 000-
CTPEHUI1 BOCCTaHOBJIEHUE ObIBAET HEIOJHBIM U Y MAllMeHTOB
MOXKET COXPaHSAThCS OCTATOYHBIN Aebunut [24, 25]. UmeHHO
000CTpEeHMST BHOCAT OCHOBHOM BKJIa[ B CTOMKYIO MHBAJIMIN3a-
nuio nemuarprdeckux manueHToB ¢ 3COHM; dbeHOMEH mpo-
rpeccupoBanusi, Habmonaemsbrii ipu PC, He xapakTepeH [41].
[ToMrMO 0UaroBoil HEBPOJOTUYECKOI CUMITOMATUKY CYIIIECT-
BEHHO CTpafaeT KayeCTBO XW3HU ITallMeHTOB; B YaCTHOCTH,
y AeTeit MOTyT HaOII0AaThCsl CTOMKME 00JIEBbIE CUHIPOMBI, 9MO-
LIMOHAJIbHbIE ¥ KOTHUTUBHBIC HApYIIEHWs M CHYDKEHHE YCrieBa-
emocTu [42]. PanHee Ha3HaueHWE Teparuu ISl TIPEaYIIpesKie-
HUSI 000CTPEHUIA MO3BOJISIET MPEIOTBPATUTD JajibHelillee Hapa-
cTaHMe HeBpoJiormyeckoro aeguuura. BaxHocth auddepeH-
nuanbpHoi mauarHoctuku 3COHM u PC nopuepkuBaeTr TOT
dakT, uro mHorue [TMTPC, B yacTHOCTM MHTephEpOHHI OeTa,
rIaTipaMepa aierar, (GMHTOJIMMOI, HaTaanu3yMal, aileMTy3ymMao
u guMeTuiahymapar, HedhGEeKTUBHBI MO0 MPOBOLIMPYIOT 000-
crpenust 3COHM [43—49].

Ha nacrosimuit momeHt B Poccuum 3apeructpupoBaH
€IMHCTBEHHBII TMpernapaT MOHOKJIOHaIbHbIX aHTUTeN (MAT)
st npeaynpexaeHust odboctpenuit 3COHM ¢ AQP4-1gG y ne-
Teil — carpanusymad [50].

Catpanu3ymMad — TyMaHM3UPOBAHHOE PELMPKYJIUPYIO-
mee MAT x peuentopam MJ16, ero BBeaeHEe MPUBOIUT K Hapy-
meHuo aktuBauuu B- u T-numdornutoB u auddepeHunpoBKU
T-xennepoB 17-ro tuma myreMm 6gokupoBku mytu MJ16. Kin-
HUYEeCKU 3G PEKT JOCTUTAETCS 3a CUET CHIKEHUS KOJIMYeCTBa
HUPKYJIUPYIOIINX TIJIa3MaTUYECKUX KIETOK, B TOM YHCIIE TPO-
nynupyomux antureaa K AQP4 [51]. Ilo pe3yasrataM KIWHU-
YeCKOTO UCCIeOBaHUS, caTpaan3yMad CHIKaJl pUCK 000cTpe-
Hus Ha 79% B cpaBHeHuH ¢ 1uiane6o. CaTpaan3ymab Ha3HAYa-
eTcsl MOJKOXKHO B 1o3e 120 Mr Kaxable 2 Hefl B TeUeHUe TepBO-
ro Mecsla, 3aTeM Kaxaelie 4 Hell. JledeHre MOXET MPOBOAUTHCS
B aMOyJ1aTOPHbIX ycsioBUsIX [52]. [1pu ya0BIeTBOPUTENLHOI TTe-
PEHOCUMOCTH U 9 GHEKTUBHOCTU JIeYSHUE TOKHO MPOBOAUTh-
ca noxusHeHHo. [Mpumenenne MAT K peunentopam MJI6 6b110
3(p(PeKTUBHO B OTHOLIEHWU MPEAYNPEKACHUS OO0OCTPEHMUS
3COHM vy neteii, KOTOpbIe HE OTBETUJIM HA TEPATTUIO PUTYKCH-
mabom [53].

Jna mpemynpexxaeHuss 000CTPEHU Y B3pOCTBIX MallMeH-
ToB ¢ 3COHM ¢ AQP4-IgG TakXe 3aperucTpUpOBaHbI IpeTia-
patbl MAT K C5-KOMIIOHEHTY CUCTEMbl KOMIUIEMEHTA — 3KY-
Ju3ymab u paByiusymad. B pesynbrare neiicTBUS TaHHBIX Mpe-
mapaToB HapylaeTcsi cOopka MeMOpPaHOATaKYIOIIEro KOMIUIe-
Kca, 4TO MPEISITCTBYeT TMOeIM acTPOLUTOB, M OJOKUPYETCS
KackaJi TaTOJIOTMYECKUX pPeaklMii, TPUBOISIIINX K HEKPO3y
HEepBHOU TKaHu. Bricokast apheKTMBHOCTDL JaHHBIX Mpernapa-
TOB B OTHOIIECHUM mpeayrnpexaeHusi odboctpenuit 3COHM
MpPOJIEMOHCTPUPOBAHA B KJIMHUYECKUX HCCIAEAOBaHUSIX |54,
55]. HecMoTpsI Ha TO YTO B TaHHBIX UCCIACAOBAHUSAX TTIPUHUMA-
JM ydJacTMe MaluMeHThl oT 18 Jer (uMcciemoBaHMe
NCT04155424 — sxynusymad, NCT05346354 — paByiuzymad
npu 3COHM y neteii, TpoBOAUTCS B HACTOSIIICE BPEMs), TaH-
HBIE ITperapaThbl UCTIOIb3YIOTCS Y IeTel MpY aTUITMYHOM FeMO-
JINTUKO-YPEMUUYECKOM CUHIPOME W TMapOKCU3MaJIbHON HOY-

70

HOI TreMOrjJo0MHYpUM, COOTBETCTBEHHO B ciiyyae 3COHM
¢ AQP4-1gG y neteit aKyamM3yMad i paByiu3yMad mpu He0O-
XOJMMOCTH MOTYT OBbITh MCTOJIb30BaHbI off-label. [TpenapaTsl
BBOJISITCSI BHYTPMBEHHO KalleIbHO, 9KYJIM3yMab — ¢ 4acToToM |
pa3 B 2 Heq, paByau3ymadb — 1 pa3 B 2 Mec, A03a pacCUUTHIBA-
eTcsi Ha Maccy Tena. [lepen HavyasoM JieueHUs] aHTUTEIaMU
K C5-KOMITOHEHTY KOMIUIEMEHTA Y JIeTeil 00s13aTeIbHO JTOJIXK-
Ha MPOBOIUTHCS BaKIIMHAIUS TPOTUB MEHUHTOKOKKOB, THEB-
MOKOKKOB U CUHETHOMHOI Mmajodku [56].

IIpu orcyrctBum aHtuTen K AQP4 mim HensBeCTHOM
craryce manueHTa mo AQP4-1gG, a Takke B ciiydyae HETOCTYII-
HOCTH caTpayin3ymada y CepOTO3UTUBHBIX MAlMEHTOB Tepa-
Musl, HampaBjieHHas Ha NpoGUIaKTUKY OOOCTpeHU N, BKItOUa-
eT B cebs IperapaThl 0e3 3aperuCTPUPOBAHHOTO TTOKA3aHUS
3COHM (off-label). Hanbonee yacTo UCMOIB3YIOTCS PUTYKCU-
Ma0, azaTUONPUH U MUKOdeHoyata ModeTua. PeTpocnekTun-
Hoe uccaenosanue y 67 nereit c 3SCOHM c¢ anturenamu K AQP4
MPOAEMOHCTPUPOBAJIO 00JIbILINI 3D HEKT pUTyKCMMada B OTHO-
LIEHUY €XErofHON 4acTOThl 00OCTPEHUI B CPaBHEHUU C MUKO-
(beHomara MoeTHIIOM U a3aTHOTIPUHOM [24].

Putykcumab nipeactasisieT codoit xumepHoe MAT npoTuB
CD?20, BoI3bIBatOIIIEE AETIICIINI0 B-KIIeTOK, KOTOpOE MCTIONb3Y-
etcs st iedernst 3COHM y B3pocibIx U mequaTpuIecKux Ia-
uneHToB [57]. CornacHo pa3HbIM IMPOTOKOIaM, BO3MOXKHBI CJTe-
MYIOITMe BBOIHBIE TO3HI ITperapara y MmeiMaTpuiecKuX marueH-
ToB: 375 Mr/M? eXeHeeJbHO B TEUeHHUE YeThbIpeX IOC/e0Ba-
TeNbHBIX UHGY3Ui; 500 Mr/M? (MakcumyMm 1 1), nBe MHGY3UU
¢ nHTepBaJioM 2 Hex 6o 750 mr/m? (Makcumym 1000 mr), nBe
nHGY3UU ¢ UHTEpBAJIOM 2 Hel. PekoMeHayeTcsi KOHTPOJIMpPO-
BaTh YpoBeHb B-1uMdoLuToB yepes 2—3 Hell mociie nocieaHei
UHOY3UM 11 ToATBepxkaeHus moaasiaeHust CD19, a 3aTem exe-
MecsiuHO [58]. YuuTbiBasi pucK pelMAMBOB MPU PEIOMY/ISIIUN
B-ksetok, pexxuM MOBTOPHOTO BBEAEHMS 3aBUCUT OT BO3MOXK-
HOCTH yactoro MoHuTopunra CD19-knetok. B 3aBucumoctu ot
BO3pacTa MamueHTa Mmpernapar MoBTOPHO BBomuTcst B mo3e 500
uinun 750 mr/m? (makcumym 1000 mr) mpu CD19 >1%, ninu ka-
xeie 6 Mec. HeoOGxonuMo yuduteiBaTh Mpoduib 6e30MacHo-
CTHU TIpU PUMEHEeHUN puTyKcumaba. Hambosree yacTeie Hexe-
JlaTeTbHbIe SIBIEHUST — MH(Y3MOHHBIE peaKIIuu, TUIIoraMMar-
JIOOYJIMHEMHUSI, HEUTPOTIEHUST W TIePCUCTUPYIOIIAsT MeTICIIHs
B-nmumdouuros [59].

AzatvonpuH M MukodeHosara MOMPETUI — UMMYHOJE-
MpeccaHThbl, 0Jlokupytouue nponudepauuio T- u B-numdorm-
TOB. [laHHBIC TIpernapaTbhl MOTYT MPUMEHSThCS off-label B net-
ckoit nmomynsauuu 3COHM [24, 25], Kak 1 y B3pOCIHbIX, TTPOJIE-
MOHCTpUpOBaHa X 3(DPEKTUBHOCTh B OTHOIICHUN CHIKEHUS
4acTOThl 0060CcTpeHnit. OMHAKO WX MPUMEHEHNE B 3HAUYNTEIbHON
CTeTIeH! OTPAaHUYMBACTCST HEXEIATeIbHBIMU PEaKITUSIMU, CPEIN
KOTOPBIX TIOBBIIIEHUE YPOBHEN IMEUYEHOYHBIX TpaHCaMUHA3,
JIEUKOTICHWST, aJIOTICIINST M PACCTPONCTBA KeTyJOUHO-KUTIIEUHO-
ro tpakra [60].

3aknwvenne

IlIupokoe pacnpocTpaHeHHe CIydaeB AeMHUEIUHU3UPYIO-
LIeil MaToJIOrMKM B IEIMAaTPUUYECKON IPAKTUKE U CIOXHOCTh
nuddepeHIMaNbHONM AUAaTHOCTUKU OIPEAeIsIIOT HeoOXOomau-
MOCTb B KOHKPETHOM AMArHOCTHYECKOM anropurme. Hecmorpst
Ha TO YTO OOJIBIIMHCTBO KIIMHUYECKUX, HEMPOBU3YaTU3aLIOH-
HBIX U J1abopaTopHbIX xapakrepuctuk 3COHM y nereit aHaio-
TMYHBI TAKOBBIM Y B3pOCIIBIX, UG (epeHInaTbHas JMarHOCTUKA
y JeTeil BBI3BIBAET CJIOKHOCTU B CBSI3M C YACThIM pPa3BUTHEM

Hesponoeus, Heiiponcuxuampus, ncuxocomamuxa. 2024;16(Ilpua. 2):65—73



B neTckoM Bo3pacte OPOM M 0cOOEHHOCTAMU KIMHUYECKON
KaptuHbl PC. BeposiTHO, BOIpOC 0 BO3MOXXHOCTU ITPUMEHEHUST
JNIMAarHOCTUYECKUX KPUTEPUEB, TIPUHSITHIX JJISI B3POCIbIX, B Te-
JIMATPUYECKON MpaKTUKe TpeOyeT dajbHEeHIIero oOCyKIeHUs.
Ha ceronHsimHuit 1eHb COXPaHSIIOTCS CJOXHOCTU CO CBOEBpE-
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MCHHBLIM YCTAHOBJICHUEM JHMArHo3a M paHHUM Ha3HAUYCHUEM
BHCOKOB(I)(I)GKTI/IBHOFO IMaTOr€HETUYCCKOIO JICUCHUA Y neaumarT-
PHUYECKHUX MALOMEHTOB, YTO CBA3aHO C OTHOCUTECJILHO HU3KOM
pacnpoCTpaHEHHOCTbIO JaHHOTO 3a00J1eBaHUs cpeau neTen
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