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«3abonesanue cnekmpa onmukxonespomuesuma» (3COHM) — obuguii mepmur 043 0003HAHEHUS UMMYHOONOCPEOOBAHHbIX 3A001e6AHULI UeH-
MPAanbHOU HEPEHOLL cUCmeMbl, YeHOMUN KOMOPbIX BKAIOYAEM NOPAdICeHUe 3DUMENbHO20 Hepeda, CMe0a080k sHuedarum u mueaum. Haubonee
uyacmo 3COHM accoyuuposansl ¢ anmumenamu kaacca G k akeanopuny-4 (aquaporin-4 immunoglobulin G, AQP4-1gG), pexce — ¢ anmu-
menamu kaacca G K eAuKonpomeury MueauHo8wlx oaueodeHdpouumos. Bempeuaromes makoce ceponeeamusHole eapuarmol 3COHM.

B cmamve npusodumcs onucanue coocmeenno2o onvima mepanuu 08yx demeii ¢ 3SCOHM pe3ucmenmuoeo meuerus ¢ Haruuuem AQP4-1gG npu
nomowu memooa 8vicok00o3Hoil ummynocynpeccugnoii mepanuu (BHUCT) ¢ nocaedyroweii mpancnaanmayueil 2eMON0IMU4ECKUX CMB0A08bIX
xaemok (TICK). B nepeom kauruueckom Habaodenuu npedcmaene cayuaii pesucmernmno2o 3COHM y manvuuka 13 aem. 3a 6 mec Heéponoeu-
ueckuii depuyum y peberka npoepeccuposan 0o 9,5 banna no Pacuupennoii wikane ouenxe cmenenu unearudusayuu (Expanded Disability Status
Scale, EDSS). [locae mobuauzauuu nepugpepuueckux cmeonosvix kaemok (IICK) evinonner sman BUCT ¢ nocaedyroweit aymonoeuunoii TICK
(aymo-TICK). 3a 18 mec kamamnecmuueckoeo Habaodenus coxpansemes omcymemeue axmuerocmu 3COHM u chuxcenue EDSS do 7,0 6an-
saa. Bo emopom kaunuueckom nHabaro0eHuu npedcmasaen onvim mepanuy pedeHka ¢ pe3ucmenmusim evicokoaxmuenvim 3COHM. Y manrvuuxa
10 2em 3a 4 mec ommeuanocs déa obocmpeHus Ha gore 08yxX AUHUL UMMYHOCYnpeccueroli mepanuu. Boinoanen coop I[ICK 6 pamkax nodeomog-
ku k aymo-TICK, oonako 66udy ouepedrno2o 000cmpeHus u Omcymcmeus: KAUHU4eck020 omeema Ha MOOUAUAYUOHHYI0 003) YuKaogochamu-
0a 6bi10 npunamo peuierue o npoeedenuu arnocernoil TICK om eanaoudenmuunoeo dornopa. [lepuod kamamuecmuuecko2o Habarooenus — 9 mec.
Ommeuaemcs cHuxcenue 6anrna no wxanre EDSS ¢ 6,5 do 3,5. AQP4-1gG 6 kposu y oboux nayuenmos e sviseasromes. Qba nayuenma noay4a-
om campanuzymab 8 pamKax KoHcoauoupyruwel mepanuu. SHauuMbix NOCMMPAHCNAAHMAYUOHHbIX OCA0NCHEHUL He OMMeHanoch.

Takum obpazom, BUCT ¢ nocaedyroweii TICK moncem paccmampueamscs Kax nepcneKkmuéHvlilt Memoo Ae4eHuUs: Pe3UCMeHMHbIX Gopm
3COHM. Buvibop sapuanma TICK moxcem 3asucems om maxjcecmu cCOMamu4ecko20 U Hegpoa02UuecKko2o cmamyca NauueHma, a maxice om
KAUHUYECK020 0meema Ha NPo8ooUMYI0 UMMYHOCYNPECCUBHYIO MePanuio.
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HAWNHUYECKHUE HABNKWAEHUA

Neuromyelitis optica spectrum disorders (NMOSD) is a general term for immune-mediated diseases of the central nervous system whose phe-
notype includes affection of the optic nerve, brainstem encephalitis and myelitis. NMOSD is most commonly associated with class G antibodies
against aquaporin-4 (aquaporin-4 immunoglobulin G, AQP4-1gG), less commonly with class G antibodies against the glycoprotein of myelin
oligodendrocytes. There are also seronegative variants of NMOSD.

The article describes our own experience in treating two boys with resistant NMOSD with AQP4-1gG positivity with high-dose immunosuppres-
sive therapy (HIST) followed by haematopoietic stem cell transplantation (HSCT). In the first clinical observation, a case of resistant NMOSD
in a 13-year-old boy is presented. Over the course of 6 months, the child’s neurological deficit progressed to 9.5 points on the Expanded
Disability Status Scale (EDSS). After mobilization of peripheral stem cells (PSC), HIST was performed, followed by autologous HSCT (auto-
HSCT). During the 18-month follow-up, no NMOSD activity and the decrease in EDSS to 7.0 points were maintained. In the second clinical
observation, the experience with the treatment of a child with resistant high-activity NMOSD is presented. A 10-year-old boy had two exacer-
bations within four months against the background of two lines of immunosuppressive therapy. PSCs were collected before auto- HSCT, but due
to a further exacerbation and lack of clinical response to the mobilization dose of cyclophosphamide, it was decided to perform an allogeneic
HSCT from a haploidentical donor. The follow-up period was 9 months. The EDSS score decreased from 6.5 to 3.5. AQP4-1gG was not detect-
ed in the blood of either patient. Both patients received satralizumab as part of consolidation therapy. No significant complications were observed
after transplantation.

Thus, HIST followed by HSCT can be considered a promising method for the treatment of resistant forms of NMOSD. The choice of HSCT type
may depend on the severity of the patient’s somatic and neurological condition as well as the clinical response to immunosuppressive therapy.

Keywords: neuromyelitis optica spectrum disorder; antibodies against aquaporin-4; haematopoietic stem cell transplantation; children.
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«3abosneBaHue creKTpa ONTUKOHEBPOMUEIUTA»
(BCOHM) — o061t TepMUH, BKIIOYAIOIIMIA UMMYHOOITOCPEI0-
BaHHbIE MOpPaXeHUsI LeHTpaabHOU HepBHOM cuctembl (LIHC),
TakMe KakK MO3UTUBHBLIA 1o IgG-aHTUTenaM K akBanopuHy-4
(aquaporin-4 immunoglobulin G, AQP4-IgG) onTuKoHeBpOMHU-
eJIUT U ero (opMbl, a Takke (eHOTUIIMYEeCKU cxoaHbie AQP4-
IgG-cepoHeratuBHble KinHUYeckKre cuHapombl [1]. 3COHM
PEKOMEHIyeTCsT BKITIOUaTh B CTPYKTYpPY AuddepeHInantbHOM -
ArHOCTUKHU BO BCEX CITyJasiX, KOTIa MMEET MECTO BOCIIAIUTENb-
Hoe mopaxkeHue LIHC ayToMMMyHHOI 3THOJIOTMM, OCOOEHHO
TPV HAJTMYMU HeBPUTA 3PUTEILHOTO HEPBA, MUETUTA U CTBOJIO-
Boro sHuedanmmTa [2]. Coobiraercs, 4To mpuMepHo 3—5% ciy-
yaeB 3COHM HauuHatoTcs y neteii B Bo3pacte fo 18 jet [3—7].

YV B3pociibiX 00JbHBIX KIMHUYeckuit (peHotun 3COHM
B 80% cnydaeB obycinoBnuBaeT Hammuue AQP4-IgG, y mereit
U TIOJPOCTKOB 3TOT MPOLIEHT HMXKE, UTO 3HAYUTEJbHO 3aTPYIHSI-
€T IMarHOCTUKY 3a00yieBaHMs HA paHHel ctanuu. B amepukan-
ckoM muccienoBannu 1o nzydenuio 3COHM y nereit 65% naru-
eHTOB ObLTM AQP4-1gG-1T03UTUBHBIMM, 2 HEKOTOPBIE TTALIMECH-
ThI CTaJIU CEPOTIO3UTUBHBIMU OoJiee ueM uepe3 3 roja mocie Ha-
yaya 3ab6oneBaHus [4]. Kak 1 y B3poCbIX, CEPONO3UTUBHOCTh
K AQP4-1gG y neteit 0ObIYHO CBsSI3aHA C PELIMIUBUPYIOIIUM Te-
yeHueM 3aboeBanus [§]. B vactu AQP4-IgG-cepoHeraTUBHBIX
cJlydyaeB BO3MOXHO BBISIBJICHUE TTOJIOKUTENbHBIX [gG-aHTuTen
K TJUKOMPOTeWHY MUETMHOBBIX OJUTOIEHIPOIUTOB (myelin
oligodendrocyte glycoprotein antibody, MOG-1gG), HO B HacTO-
siiee Bpemst MOG-IgG-accouuupoBaHHble 3a00J1€BaHUST Bbl-
nensitoT B otaenbHyto rpynny (MOG antibody-associated dis-
ease, MOGAD) [9].

Koncencycubie auarHoctuyeckue kpurepuun 3COHM
paspabotanbl B 2015 T. MeXIyHapOOHOW AMArHOCTUYECKOM
rpynmoit (The International Panel for NMO Diagnosis, IPND)
[1, 10]. OHu ocHOBaHBI Ha OIICHKE HEBPOJOTMUECKOTO CTaTyca
W TaHHBIX MarHUTHO-pe30HaHCHO# Tomorpacduu (MPT) LIHC.
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B cooTBeTcTBMUM ¢ 3TUMU KPUTEPUSIMU OBUIM OTIPEICIICHBI
IIeCTb OCHOBHBIX KJIMHMYECKHMX XapaKTePUCTHK IUIS THUArHO-
cruku 3COHM, Bkioyasi ONTUYECKUIM HEBPUT, TMOMNEPEUHbIi
MMEJIUT, CHHAPOM area postrema, OCTPbIi CUHIPOM CTBOJIA MO3-
ra, CUMITOMATUYECKYIO HApPKOJEINCHUIO WM OCTPBI JAUIHIIE-
(anbHBI KIMHUYECKUI CUHAPOM U CUMIITOMATUYECKUI 1iepe-
OpanbHblii cuHapoM. 1151 mocraHoBKM auarHo3a AQP4-IgG-
MOJOXUTEAbHBIM TMarueHTaM ¢ 3COHM mocTaToyHO OTHOTO
OCHOBHOTO KpuTepus. Jlisi cepoHEraTUBHBIX TAIIMEHTOB
¢ 3COHM g mocTaHOBKM JMarHo3a Ha OCHOBaHWUU OIHOTO
WJTM HECKOJIBKUX KIIMHUYECKUX COOBITUIT HEeOOXOMUMEI JIBa OC-
HOBHBIX KPUTEPUSI, U TIO KpaifHel Mepe OMUH U3 3THUX ABYX OC-
HOBHBIX KPUTEPUEB MOJDKEH BKIIOYATh TOIMEPEYHbId MUETUT
C TpoAOJIbHO-pacIpocTpaHeHHbIM ouarom Ha MPT (longitudi-
nally extensive transverse myelitis, LETM) unu cunapom area
postrema. bonee Toro, y cepoHeraTuBHbIX narueHToB ¢ 3SCOHM
HEOOXOAUMO TMOATBEPXKICHUE IUCCEMUHAIIMU <«B MECTe» Ha
MPT (aBe pa3nuuHbie OCHOBHbIE KIMHUYECKUE XapaKTepUCTH-
KU uiin 6osiee), YIOBIETBOPSIOIIee TOTOJIHUTEIbHBIM TpeOoBa-
HUSIM, CIEHU(UIHBIM JIJIsT KaXKIO0TO KIMHUYECKOTO CMHAPOMA.
DTU TMaTHOCTUYECKUE KPUTEPUH OBUTM TTOATBEPXKICHBI U B TIe-
IUATPUICCKOM TpyTIIe MaleHTOB [4].

Tepanus 3COHM BxJtouaeT KynupoBaHUe 000CTPEHU
U WX JUTUTEeNIbHYIO TpodriIakTuKy. Bece marmeHTH ¢ mmomo3pe-
Huem Ha 3COHM poykHBI TTOJyyaTh JeueHue B OCTpoit ¢asze
3a00JIeBaHMSI, TIOCKOJIbKY PEILIUANBEI MOTYT IIPUBECTH K CTOM-
Kol mHBanmuausaumu [11, 12]. PacnpocTpaHeHHBbII MOIXO.
K Tepanuu HaYMHAETCs ¢ BHYTPUBEHHOIO BBEIEHUSI BBICOKUX
103 METUJITPETHU30/I0Ha (peKOMEHIyeMasi CyTOYHasl 103a CO-
crapisieT 20 Mr/Kr B cyTKu, MakcumaiabHast — 1000 mr B Teue-
Hue 5—10 nHeii MoapsIa) ¢ MOCIeAYIOIIUM JUTUTETbHBIM MOAIeP-
KWBAIOIIUM TTPUEMOM IepOpabHBIX TTIOKOKOpTHKOMI0B (I'K)
[13, 14]. Ecau mepBoHauanbHBIN oTBeT Ha Teparuio ['K Hemoc-
TaTOYCH, TO CJIEAYeT PACCMOTPETh BO3MOXHOCTH TTPUMEHEHUS
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mazmadepesa (5 ceancoB B TeueHue S—10 gHel U30JUPOBAHHO
WV B COYETAHUU C BHYTPUBEHHBIM BBEICHUEM METWIITIPETHU-
30J0Ha) [15, 16]. Takke B KayeCTBEe TepareBTUYECKONU OMIINKA
paccMmaTpuBaeTcsl TpUMeHeHNe BHYTPUBEHHBIX MMMYHOTJIOOY-
suHoB G (BBUI') — kypcoBast no3a 2 r/kr [9].

[MpodunakTuyeckoe JieyeHUe OOBIYHO HAYMHAETCS YXKe
TocJie TIePBOro 00OCTPEHUS U3-3a PUCKa TSKEI0i MHBATUAN3A-
LU, CBSI3aHHOU C KaXIbIM MOcenyomuM peruanBoM. Oboc-
HOBaHUE MPUMEHEHNSI UMMYHOCYITPECCUBHOI Tepanuu y Aeteit
OCHOBAHO Ha OIIbITe JIEYEHUsT B3POCIBIX, Y KOTOPBIX HOKA3aHO
CHUKEHUE 4YacTOThl U TskecTu peuuauBoB [17]. B mpakrtuke
O0OBIYHO PEKOMEHIYeTCsI TOAIEePXKUBAIOIIAsl TeParusl MPOIO-
JKUTEJILHOCTBIO HEe MeHee 5 Jiet [18].

TpamuioHHBIE METOABI MPOMUIAKTUISCKOTO JICICHUS
neteil BKiIovyaloT B cebs tepanuio BBUT, nmpuem azaruonpuna
(2—3 Mr/Kr B ieHb) Wik MukodeHonata Modetmia (600 mr/m>
JBaX[bl B IEHb) U aHTU-B-KJIeTOuHYyI0 Tepanuio puTykcumabom
(pekoMeHayeMasl HauajbHasl 103a JUIs IeTeil — 4eThIpeXKpaTHOe
exeHenesbHOe BBeaeHMe 375 MI/M? WIM ABYKPAaTHOE BBEICHME
¢ uHTepBajoM B 2 Hea 500 Mr/m? Ha 103y; MakcuMyMm — 1 1) [19,
20]. B Poccum 3apeructpupoBaHO TpHUMeHeHHEe ¢ 12 et
y AQP4-IgG-no3utuBHbix nanueHtoB ¢ 3COHM mnpemnapara
caTpann3yMad, KOTOPBIi TIpeAcTaBiIsieT coboil peKOMOWHAHT-
HOE MOHOKJIOHaJIbHOe aHTuTe 0 (MAT), HauleJleHHOe Ha peLern-
Topbl uHTepJeiikuHa 6 (MJ16) [21]. CyiiecTByeT ONMBIT IpUMe-
HeHud y aereii akyniuszymada (MAT Kk C5-KOMIOHEHTY KOMILIe-
MeHTa), Tounsymaba (MAT K peuenropy MJ16) u nHeOummsy-
maba (MAT K moBepxHOCTHOMY crietiucbudeckomy B-kineTouHo-
My aHTureny CD19) [22].

Jleuenue pedpakrepHbix popm 3COHM ocraetcs cepb-
€3HO# mpobJieMoit 1151 HeBposioroB. Kak BO3MOXHBINM BapuaHT
JIeYeHUsI TIpU HauboJiee TSKENbIX KIU-

HUYECKUX MPOSIBICHUSIX MOXET paccMa-

Knunuyecroe Habnwnenne 1

Ilauyuenm A., 13 aem. B nosope 2021 e. nocae uncoaayuu no-
saeunacy carabocmo @ Hoeax. Moiweunas crabocms Hapacmana no-
cmeneHHo Ha npomsidiceHuu 2 Hed, U Ha MOMEeHm Nepeoli 20ChUma-
AUBAUUU 8 HeBPON0UHECKUIl CIAYUOHAD MANbYUK He MO2 Npoimu
¢ o0nocmoporteil noddepickoii bonree 200 m. B meuenue nedeau
NpUCOeOUHUNUCH 3PUMENbHbIE HADYUICHUS, 0MAaNbMOA020M duae-
HOCMUPOBAH pempoOyabOapHbulil He@pUM 3PUMENbHbIX HepEos.
Ha MPT I[HC 6bi10 6vis6aeH0 npodondicenHoe nopasicerue 06en02o
geujecmea CNUHHO20 M032a HA WEUHOM U NOACHUYHOM YDPOGHSX,
NpU3HaKu 08ycMopoHHe20 NOPANCeHUs 3pUMENbHbIX Hep8oa. AHau3
Ha supycnuvie ungexyuu 8 LIC2K 611 ompuyamensvhsim, 8 Kpogu 6bi-
s61eHa nepcucmenyus gupyca eepneca 6-eo muna (KAUHUYECKUX
nposiéaeHull He 0bi10 3agukcuposaro). beakoso-kaemounviii co-
cmae LICK 6vin Heusmenennoim. Tun cunmesa uMmMyH02100YAUHOE
6 kposu u L[C2K — noauxaonanvhoiii. AQP4-1gG u aumu-MOG-1gG
6 kposu u LIC2K Ha momenm deboma 3a601e6anus 0OHAPYIHCEeHbL HE
oviau. [lo coeoxynHocmu KAUHUMECKUX U DEHM2eHOA02UHECKUX
dannbix pebenky oObin nocmaenen duaeno3 3COHM. Ha nepsom
amane npogoouaacL NyabC-mepanus MemuanpeoHUu30N0HOM Ha
npomsidcenuu 7 OHeil, 3amem — 4 ceanca evlcoK000seMH020 Naa3-
magepesa. Taxoce nayuenm Kypcamu noayvan auukao8up noo
KoHmpoaem gupemuu eepneca 6-eo muna. B nesponocuveckom cma-
myce y pebeHKa HeCKO0AbKO YAYHUUAAC, OCPOMA 3peHUsl, Ommeda-
0Cb Hapacmauue MovlueyHoll Culbl 8 HO2ax, A MAaKice YEeau uIacy
ducmanyus, npeodonesaemas npu xoovbe ¢ 00HOCMOPOHHENH NO0-
depacioil. [Ipu nosmoprom uccaedoganuu memooom umMMmyHopep-
menmuoeo ananuza (MPA) 6 kposu Ovin 06Hapysicer duazHocmuue-
cku 3navumwiti mump AQP4-1gG.

Hauama xoncoaudupyrowas mepanus pumykcumadbom 6 00-
3e 1000 me (08a 66edenus c unmepeanom 14 dueit), noemopHo npo-

TPUBATHCSI BBICOKOAO3HASI MMMYHOCY-
npeccuBHasg Tepanus (BUCT) ¢ moce-
NyIONIeil TpaHCIIaHTAIMe TeMOTI0ITH-
yeckux ctBosioBbIX kietok (TI'CK) [14,
23-25].

Lenbio HacTosillero uccienoBa-
HUSI CTaJIO OIKMCAHUE OIbITa JICUSHMS
MauKMeHTOB AETCKOTO BO3pacTa C BbICO-
KOAKTUBHBIMU PE3UCTEHTHBIMU Bapu-
aHtamMmu AQP4-IgG-noJIoXUTETbHOTO
3COHM c wucnons3oBanuem BUCT
¢ nocaenywomeit TTCK. I1poBoaunace
KJIMHUYecKas, J1abopaTopHas M PeHT-
TeHOJIOTUYecKast OleHKa TSIKEeCTHU TPO-
apiennii 3COHM B nuHamuke B TIpo-
necce JjedyeHwus. [ns OUEHKW OBUTA-
TeJbHBIX HapYIIeHWH MCITOJb30Bajlach
PacmmpenHast mkana oleHKH CTeTIeH!
unBanuauzanuu (Expanded Disability
Status Scale, EDSS). Jl1a koHTpoJs 3a

aktuBHOCTbiO 3COHM u auddepen-
LMaJTbHOM NUAarHOCTUKU HCTOIb30Ba-
M aHaiu3bl KPOBM U Iepebpocrnu-
HanpHOU Xkunkoctu (LICXK), ompene-
nsm ypoBHu AQP4-1gG u aHTH-
MOG-IgG, a takxe nipoBoguau MPT
LHIHC ¢ BHYTpUBEHHBIM KOHTPAaCTHBIM
YCUJICHUEM.
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Puc. 1. MPT 201061020 M03ea, weiino2o u epyoH020 0moen08 CNUHHO20 M032d
nayuenma A. Maii 2022 2. buramepanvHoe HaKonaeHue KOHMPACMHO20 Beujecmaa
3pumenvubimu Hepeamu (0), a maxice NPOOOANCEHHbLI NONePEUHbLI MUCAUM
Ha yposHe wieliHoeo U epyoHo20 0moeno8 CnUHH020 Mo3ed (a, 8, 2)

Fig. 1. MRI of the brain and spinal cord of patient A., May 2022. Bilateral accumulation
of contrast in the optic nerves (6), as well as ongoing transverse myelitis
at the level of the cervical and thoracic spinal cord (a, 8, 2)
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6edenvt kKypc BBUI u nyavc-mepanus memuanpeoHu3040HOM.
Ha npomsxcenuu 4 mec, nHecmomps Ha nposoouUMyl0o mepanuio,
Y nayuenma npoooaxcan 0AHO00PA3HO HAPACMAaAmMyd HespoaocUuYe-
ckull degpuyum — pebeHOK nepecman xo0ums, ycyeyouauco 3pu-
menvHble HapyueHus, 8 OUHAMUKe — NPUCOCOUHUAUCH CUMNIMOMbL
nopascenust area postrema. Omme4anoce HapacmManue YpoeHs UH-
sanudusayuu do 8,5 6asna no wkanre EDSS. Heecamusnas kaunu-
ueckas ouHamuka noomeepicoaracy dannvimu MPT I[HC (puc. 1).

Ha 6-m mecaue om momenma debroma 3abonresanusn 0suea-
menvhblil deghuyum ycyeybuacs 00 mempanae2uu, NOpax3ceHue npo-
donzoeamozo mozea nompedo8ano npogedeHusi UCKYCCMEeHHOU
senmunsayuu aeekux (EDSS — 9,5 6anna). Qunamuxka cmenenu
Heeponoeuueckoeo depuuyuma no wkare EDSS npedcmaenena na
puc. 2.

Myabmuducyunaunapuovim KOHCUAUYMOM CREUUANUCTO8
¢ yuacmuem He@poa0208, 2eMamon0e08 U Xumuomepanesmog 0biio
NPUHAMO peluenue 0 UeaecoobpasHoCmu npogeoeHus: NauUeHmy
8 KpUmu1eckom CoCmosiHUU, 00YCA0BACHHOM OblCIPONPOPeccupy-
rowum mevenuem 3COHM, BUCT c¢ nocaedyroweit aymonoeuyHoil
TICK (aymo-TICK) no sumanvhvim noxasanuam. Pebenky ovira
npoeedena mobuausayus nepupeputecKux Cmeos08biX KACMOK
(IICK). Bsoduacs yuknogocghamud é doze 2000 me/m? ¢ nocaedyro-
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weii cmumyasyuel epanyiouUmapHbiM KoAOHUECHUMYAUPYIOUUM
haxmopom 6 doze 10 mxe/xe 6 cymrxu. Yepes cymku nocne oxonua-
HUs UHGDY3uU YuKAogochamuoa y MarbMuKa ommeuaniach NOA0ICU-
menvHas OUHAMUKA — CHU3UAACY NOMPEeOHOCMY 8 PecnupamopHoll
noddepoicke, NOAGUAUCH MUHUMANbHbIE OBUNICEHUS 8 NAALUAX PYK.
[locae aghepesa [ICK nayuenmy donosnumenvHo 0bi10 nposedeHo
MpU ceanca epaguMayUoOHHO20 naasmagepesa u nsms Ceancos ce-
AEKMUBHOU UMMYHOcopOyuu. B nocaedyruwue 3 ned do Hauana
smana BUCT y manrvuuxa nocmenenHo yayuuanoce cocmosHue —
PebeHOK Oblulan camocmosimenvto, 6e3 KucaopooHoi nodoepiucK,
YMEHbUUACS Nape3 830pa, NPOO0ANCANA HAPACMAMb MbLULEHHAS CU-
aa 6 pykax. Caedyrouwum smanom nayueHmy 0viaa nposedeHa
BUCT (konouuuonuposarue), exarouarouas é cebs 66edeHue yuk-
Aogocpamuoa 6 doze 200 me/Ke u A0UAOUHO20 AHMUMUMOYUMAP -
H020 ummyHoeno6yauna 160 me/ke ¢ nocaedyroweti ungpysueii [ICK
6 koauuecmee 5 * 10/ke no CD34. Ha 7-e cymku Obin0 KoHcmamu-
POBAHO npudicusaerue no ecem pocmkam kposemeopenus. C 100-eo
dus om nepeausarnus ICK 6vira nauama KoHcoauoupyowas mepa-
nus campaauzymadom.

Ilepuoo kamamunecmuueckoeo Habarodenus — 18 mec. Omme-
uaemces NOAHOE 60CCMAHOBACHUE AKMUBHbIX OBUNCCHUL 6 PYKAX,
MUHUMANbHBLE OBUIICCHUS 8 HO2AX, 3PEeHUe 2PY00 CHUIICEHO, 8 PeChil-

pamopmuoll nodoepicke He Hywcoaemcs

TICK (EDSS — 7 6annog). Penmeenonocuueckux
3 10,0 npusznakos axkmusnocmu 3COHM nem
% 8.0 4 (puc. 3). AQP4-1gG 6 Kkposu memodom
i, HDA ne sviasasiomces.
8 6,0
m Knuunyeckoe Habnwopenne 2
g 404 Hlayuenm T., 10 asem. B okmsobpe
<
£ 50 2022 e. enepsvie Ha gone obuecomamuHe-
é’r ’ CK020 01a20N0AYHUsL NOABUAUCH 00N 6 JCU-
0,0 : 6ome, NOAONCUMEAbHbIC MEHUH2eANbHble
o v 2 v "2 2 2 Yo} Yo Yo} » Yo} Yo} ' -
(§, ’\,@’ q/@, q,@’ '»& q,@' (é\, '\,& '\/@ '\,& '\,& ’\:@' (\’Qq, W@, CUMRMOMb. Pe6enozc~6bm 20CRUMANU3UPO
v & S M M M 9 &R & s © ean 6 ungpexyuonnoliit cmayuonap. Ilo pe-
FPFILT & & FFF &S
& ‘}QS’ A g ~z~&% S & D> g &‘} & ‘}§ syavmamam uccnredoganus LIC2K memodom
Ay ox R &% Ay NOAUMEPA3HOU YeNHOU peakyul Obl1 Gbla6-

Puc. 2. Jlunamuka cmenenu nesponoeuteckoeo deguyuma
6 coomeemcmeuu co wkarou EDSS y nayuenma A.
Fig. 2. Dynamics of neurological deficit of patient A. according to the EDSS scale.

Puc. 3. MPT-uzobpancenus eon061020 mosea nayuenma A. uepes 18 mec nocae TICK,
mapm 2024 e. Ipusnaxu axmuenocmu 3COHM omcymcemeyrom.

a — pedxcum FLAIR, caeummanvuas npoexyus; 6 — pexcum T1-BH ¢ koumpacmuovim
ycunenuem, caeummanvias npoekyus; 6 — pexcum FLAIR, akcuanvras npoexyus
Fig. 3. MRI of the brain of patient A. 18 months after HSCT,

March 2024. There are no signs of activity of NOSD.

a — FLAIR, sagittal view, 6 — T1 with contrast enhancement,
sagittal view; ¢ — FLAIR axial view

Hesponoeus, neiiponcuxuampus, ncuxocomamuka. 2024; 16(IIpua. 2):74—82

nen yumomeeanogupyc. Ilposodurace npo-
MUBOBUPYCHAA Mepanus ¢ NOAOICUMENb-
HbIM KAUHUYECKUM 3¢eKxmom — cumnmo-
Mbl Kynuposansl. B nocaedyrowue 4 mec
Y ManbvuKa coXpausanucb 604b 8 Jcusome
¢ nepuooduteckoii peomoii, Komopbsie poou-
menu 00ssACHANU HAPYUEHUEM PelcUmMa nu-
manus, kK 604U 8 Jcueome NPUCOCOUHUAUCDH
601b 6 nosicHuue, HapyuwleHus NOXo0Ku
U mazoevie paccmpoiicmeda, 6 césa3u ¢ Hem
pebenky Ovira nposedena MPT chunnoeo
M03ea, KOMopas 8blasuaa NpoooadCeHHOe
nopaxcerue na ypoere Thy_ v (puc. 4).
IIpu uccaedosanuu Kposu memooom
HUDA obnapyxcenst AQP4-1gG 6 duaeno-
cmuyecku 3nauumom mumpe 1:640 (peghe-
penchbie 3Hauenus — <1:10). Bmae 2023 e.
anaauz Ha eupychvle ungexyuu 6 IICK
u kposu 0vin ompuyamenvHoiM. beakoso-
rknemounwtii cocmas LIC2K omkaonenuii ne
umen, 0Ovin onpedenen NOAUKAOHANbHBLLL
mun cunmesa UMMYH02100YAUHO8 8 KPOBU
u L[C2K. Pebenky 6 meuenue Hedeau npoeo-
dunace mepanus evicokumu dozamu 'K

17
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Puc. 4. MPT-uzobpaxcenus cnunno2o mo3ea
¢ koumpacmuwim ycunenuem nayuenma T. 6 dedrome 3COHM.
Pesicum T1-BHU, cacummanvhas npoexyus
Fig. 4. MRI of the spinal cord with contrast enhancement
of patient T. at the onset of NOSD. T'1- weighted image
with contrast enhancement, sagittal view

€ NONOHCUMENBHBIM KAUHUMECKUM IPPEeKmOM — MANbYUK CIA XO-
dumb ¢ N000ePICKOLl, YMEHbUIUAUCH Ma308ble paccmpolicmea. Kiu-
HuYeckoe yayuuieHue conposoicoanoch yMeHvuleHuemM oosema no-
paxcenus cnunHoeo mosea Ha MPT (puc. 5). B césa3u ¢ 8bicokum pu-
CcKOM peuuduga pebeHKy 0blaa UHULUUPOBAHA Ouoso2u1ecKas me-
panusi pumykcumabom, 00HaKo Ha (hoHe AeueHus y Heeo NOSBUAUCH
CUMNIMOMbL NOPAJICEHUS. area postrema, G03HUKAU KOOPOUHAMOP-
Hble U ycyeyouaucs 0sueamenvrvle HapyuleHus, nosgucs 601e6oil
CUHOPOM.

s kynupoeanus obocmpenus 3COHM nayuenmy 6vi10
NPOBEOeHO NAMb CeaHCO8 8bICOKO0OBEMHO20 NAA3Madepesa ¢ noao-
HCUMENbHOU  OUHAMUKOU — KYNUPOBAAUCH CUMNMOMbL ared
postrema, yayuuuaucy 0sueamenvhvie 03modxicHocmu. Beudy co-
XPAHAOWe20Cs 3HAYUMENbHO20 He8poao2UdecKo20 deduyuma
6 danvbHelluem nposoodunach Kypcosas nyabC-mepanus Memuanpeo-
Huzononom u BBUI. Ha gpone nposodumoii mepanuu y pebenka om-
meuanucs HecmabuavHble dgueamenvHvle YAy4uleHus, 00HAKo npo-
epeccuposanu HapyuieHus 3penus. B cessu ¢ pegppakmeprvim meye-
Huem 3COHM 6 pamkax KoHcuauyma cheyuaiucmog 6 cocmase
He8p010208, 2eManO0A0208 U XUMUOMEPANEesmos 0bli0 NPUHSMO pe-
wenue o nposederuu BUCT c nocaedyroweit TICK.

C yenvio moounusavuuu INCK éeedeno

2000 me/m? yuxaogocpamuoa c nocaedyio-
wiell CmuMyasyuetl epaHyI0yUmapHbiM Ko-
JAoHuecmumyaupyowum paxkmopom. Yepes
10 oOneil nocae esedenus yuxaiogocpamu-
da, 3a cymku do agepesza IICK, y nayuen-
ma 803HUKAQ 004b 6 cnuHe U 6edpax, ycu-
AUAUCHL O8U2AMeENbHbIE U B0300HOBUAUCD
masoevie paccmpoiicmea. Ilo odauHbim
MPT 6bi10 3agpuxcuposarno yseauuenue
npomsiceHHocmu Mueauma 6 ooaacmu
2PYOH020 0moena CRUHHO20 M032a C NpU-

Puc. 5. MPT cnunnoeo mo3ea ¢ KOHMpPAcMHbIM yCUAeHUEM

nayuenma T. 6 dunamuxe meuenus 3COHM.

a — nocae nepgoeo kypca I'K; 6—e — npu npoepeccuposanuu 3COHM
Fig. 5. MRI of the spinal cord in patient T. in the dynamics of NMOSD.
a — after the first course of corticosteroids, 6—e — with progression of the disease

Puc. 6. MPT-uzob6paxcenus cnunnoeo moszea nayuenma T.
nocae mepanuu YUKA0MPocoamuoom u pumyKcumadom,
Ho neped TICK. Akmusnocme 3COHM coxparnsemcs.
Pexcum T1-BHU, cacummanvhas npoekyus
Fig. 6. MRI of the spinal cord of patient T. after cyclophosphamide
and rituximab, but before HSCT. The activity of NMOSD remains.
T I-weighted image with contrast enhancement, sagittal view
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3Hakamu akmueHocmu. Pebenky 6bi10 npo-
6€0eH0 nAmbv npouedyp 2pasumauiOHHO20
naasmagepesa, Ha Gore ueeo GbL10 omme-
UeHO HApacmanue MblUeHHOU CUAbl 8 HO-
eax. Bviau evinonnernv 0sa 66edenuss pumy-
Kcumaba 375 me/m’ (3aeepuiena uHuyua-
yus 6uonoeuueckoli mepanuu) u name ce-
ancog ummyHnocopoyuu. Ilo pesyssmamam MPT I[HC neped
TICK — MP-kapmuna wacmuuHnoeo peepecca s6AeHUll Mueauma
(puc. 6).

C yenvio docmudicenus bonee NOAHO20 KAUHUYECKO020 0meema
neped BUCT nayuenmy 6vin nposeder noemophwiii Kypc BBUI.
Ha ecex smanax nodeomosxu k TICK konmpoaupogancs ypogens
AQP4-1gG 6 kposu. Pesyrvmamol npedcmagaensl Ha puc. 7.

Yuumvieas pegppaxmeproe meuenue 3COHM u kpamkospe-
MEHHbLI HeCmOoUKUil aghgekm <«kaaccuueckoir» mepanuu (nyavc-
mepanus mMemuanpeoHU3010HOM, BbICOKO00BeMHbLI naasmagepes,
BBUT, pumykcuma6), a makaice Hapacmaroujuii Hegpoao2u1ecKuil
dehuyum nocne npumeHeHuUss MOOUAUIAYUOHHOU 003bl UUKAOGPDOC-
Gamuda, KoaneeuanbHo OblA0 NPUHAMO PeuleHue O 8bINOAHEHUU A~
noeernoll TICK (anno-TICK). Jlannas npoyedypa npeononsaeaem
npumeHerue 0onee UHMEHCUBHO20 DeNCUMA KOHOUUUOHUPOBAHUS
€ Yeavro 00CmudiceHUs: NOAHOL MUCA0AOAAYUUY U «3AMEHY» NAMOA0-
euHecky QYHKUUOHUPYIOUWell UMMYHHOU cucmemysl Ha OOHOPCKYIO.
Bsudy omcymemeus y nayuenma HILA-udenmuuroeo poocmeenHo-
20 UAU HepoOCMEeHH020 00HOPA (8 OMe4ecmeeHHbIX U MeNCOYHA-
POOHBIX 0a3aX OGHHBIX) NPUHAMO PeuleHUe 0 NPOBEOCHUU MPAHC-
nAGHMAYUY 0M 2aNA0UOEHMUMHO20 JOHOPA — OMUQ.

Hesponoeus, neiiponcuxuampus, ncuxocomamura. 2024, 16(Ilpua. 2):74—82



Ilayuenmy npoeedeno KOHOUYUOHUPOBAHUE 8 PedcuMe mpe-
ocyavpan 42 e/m? + muomena 5 me/ke + gayoapabun 150 me/m?
+ Kpoauuull anmumumMoyUmMapHsLil UMMYHO2A00YAUH 7,5 Me/Ke
+ pumykcuma6d 375 me/m?. B densv 0 évinoaneno esedenue IICK
6 Koauuecmee 6+ 10°/ke no CD34 om eannoudenmuunozo 0oHo-
pa (omuya). Pannuii nocmmpauncnaaumayuorHulil nepuod — oe3
Cyuw,ecmeeHHbIX 0cA0dcHeHul. UmmyHnocynpeccuenas npoguaa-
Kmuka peakuyuu <mpaucnaaumam npomué xozsaura» (PTIIX)
U OMMOPICEHUS. MPAHCHAAHMAMA — MAKPoAUMyc + muxoge-
Honama mogemun. Ilpuxcuerenue mpancniaHmama KOHCMA-
mupoeatno Ha 17-e cymku. Ha 30, 60, 100, 180-e cymku y na-
yuenma ommeyaemcesi noaHwili donopcexuil xumepusm. Co 180-x
CYMOK NO peueHuo 6pavebHoll KOMUCCUU NPOBOOUMCA KOHCONU -
dupyrowas mepanus campaiuzymabom (6 pexcume off-label no
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sospacmy). AQP4-1gG ¢ kposu memodom UDPA ne onpedensem-
csa ¢ 90-x cymok.

Ha npomsicenuu 9 mec kamammecmuueckoeo Habao0eHus
Y pebenKa coxpansemcsi NOAHbIH OOHOPCKUL XUMepU3M, KAUHU4e-
CKU OmMeuaemcsi NOA0JICUMENbHAS. OUHAMUKA 8 GUOE 80CCIAHOG-
ACHUST CamMOCMOSIMenbHol X00b0bl, 3pUMeNbHas QYHKUUSL COXPaHe-
Ha (EDSS — 3,5 6anna). Jlunamuka oyeHku cmenenu Hegpoaozuie-
CcK02o dehuyuma npedcmaenena Ha puc. 8.

Obcymnenue
3COHM c nonoxutenbHbIM TUTPOM AQP4-1gG — TsKe-
Joe ayrouMMmyHHoe 3a6oseBanue LIHC, mpuBonsiee K 3HaYun-
TeJIbHOMY HeBpoJiornyeckomy neduuuty. Ha nporsxxeHun mno-
CJIEITHETO NECSATUIICTHUS TIPOIOJIKAETCST TIOUCK (DaKTOPOB, BITHSI-
IoLIMX Ha TporHo3 u ucxoasl 3COHM.
IlepBbIM 3TaroM natohu3noI0ru-

300 - yeckoro kackama natoreHeza 3COHM
700 640 640 TICK CYUTAETCH TOTEPS ayTOTOJIEPAHTHOCTH,
600 - npoucxoasias Ha nepudepun. B-aum-
douutsl auddepeHUMpPYIOTCS B IUIa3-
500 1 MOOJIaCTbI, KOTOPBIE CEKPETUPYIOT MaTO-
400 - 320 JIOTUYecKre ayToaHTuTena. le, B CBOIO
300 + ouepenb, npoHukaor B LIHC [26, 27].
200 80 80 BripaboTke aHTUTEN U MX MPOHUKHOBE-
100 4 10 10 10 20 10 10 Huto B LIHC MoryT croco0cTBOBaTh BbI-
01l m = a—n = = - cokue ypoBHU MJI6, KOTOPBIii YBETMUN-
S5 4444222205550 ARARARARARARRARRRARRRR BaeT NMPOHMLIAEMOCTb reMaTo3HIedanu-
SSSES5EEEEEREREERR 2R R RRERERERES yeckoro 6apbepa U cozeiicTyeT audde-

SESESESESEISISI N B ECEEEEECECEgS8S8Scx¥
5553388 ET T T &Y PEHLMPOBKE B-KJIETOK B M1a3M0GIACTEI

(ORORONS

2023 [28]. dpyrum nyteM NPOHUKHOBEHMS
natojiornyeckux anturena B LIHC sBns-
IToka3arenn Maii Hwoas  Asryer Cenrssopp Oktsiops Hosiopp Ieka0pn JOTCSI OOJIACTH, CBOGOIHBIE OT FeMATOIH-
Turp AQP4-IgG 640 320 80 640 80 20 10 1edaanyeckoro 6apbepa, Takue Kak ared
== Hopma 10 10 10 10 10 10 10 postrema [9, 29]. AQP4-1gG cBssbiBaeTcs

Puc. 7. Yposenv AQP4-1gG 6 kposu nayuenma T. na smanax mepanuu 3COHM.
Maii 2023 2. — debiom 3abonesanusi; urorb — neped mooduauzayueii [ICK; aseycm — neped
UMMYHOCOpOUUell; cenmadpy — neped KOHOUUUOHUPOBaHUeM; okmsabps — 30-e cymiu
nocne TICK; Hosaopy — 60-e cymxu nocae TICK; dekabps — 100-e cymku nocae TICK
Fig. 7. Level of AQP4-1gG in the blood of patient T. during the treatment for NMOSD

C BOMHBIM KaHAaJOM AacCTPOLMTOB Ha
YPOBHE reMaTo3HIIe(haTNnIecKoro dapbe-
pa [30]. Ces3biBaHUE MEXAY aHTUTEJIOM
M €r0 MUILECHBIO aKTUBHUPYET KJIacCHUe-
CKMIA MyTh KacKaza KOMILIEMEHTa C Iep-
BUYHBIM TTOBPEXKICHUEM acTPOLIMTOB 3a
cyeT 0Opa3oBaHMs MeMOpPaHOATaKyIOIIe-

ro KOMILUIEKCA M aHTUTEI03aBUCUMOI
KJIETOYHOM IIUTOTOKCUYHOCTH [26]. BTO-
pUYHBIE MPOAYKTHI aKTUBALIUKM KOMILIE-
MEHTa, Takue Kak aHaduiaorokcuH CHa,
JIEMCTBYIOT KAK XeMOATTPAKTAHTBI ISt
IPAHYJIOLKUTOB, KOTOPBIE PEKPYTUPYIOT-
cs JIOKAJIBHO W BBI3BIBAIOT BTOPUYHYIO

Ouenka o EDSS, Gajuibt

MOTepI0 aKCOHOB M, B KOHEYHOM UTOTE,
nemuearHu3anuio [1, 26]. Dra marore-
HeTuyeckas rurore3a npu AQP4-mono-

Maii 2023
Wionb 2023
Hrons 2023

Asryct 2023
CenTs6pb 2023
OkTs16pb 2023
Hos6ps 2023
Hekabpb 2023
AuBapp 2024

] xuteabHoM 3COHM moatBepxiaaeTcs
CJACAYIOLUIMMU THUCTOJOTMYECKUMU Ha-
XOIAKAMU: OCAXKACHUEM aHTUTE U KOMII-
JIEMEHTA, MOBPEXACHUEM WM TOTepei
acTpOLIMTOB (Jaxe 3a MpeneaaMu mopa-
XKEHHOM TKaHM) CO CHHUXXEHHOM 3KC-

Deppannb 2024
Mapr 2024
Anpenb 2024

Puc. 8. Jlunamurxa cmenenu nesponoeuueckoeo dedpuyuma
6 coomeemcmeuu co wikaroiu EDSS'y nayuenma T.
Fig. 8. Dynamics of neurological deficit in patient T. according to the EDSS scale

Hesponoeus, neiiponcuxuampus, ncuxocomamuka. 2024; 16(IIpua. 2):74—82

npeccueit AQP4, wHuIbTpaumeit rpa-
HYJIOLUTAMU, a TAKXKe BTOPUUYHOI JIeMU-
eJIMHU3AINe U MmoTepeit akCOHOB B Oe-
JIoM U cepoM Beliectse [31].
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V 4yacTu ManMeHTOB CTAHNAPTHBIX TePATIeBTUUECKUX OTI-
Wi OBIBAET JOCTATOYHO JUTS TIOJUIEPKaHUsI CTaTyca PeMUCCHN.
OaHako aaxe rmocje 5 jgeT peMuccuu y naiueHToB ¢ AQP4-1gG-
no3utuBHbIM 3COHM oTMeHa UMMYHOCYITPECCUBHOM Tepanuu
B 82% cityyaeB MPUBOANUT K OOOCTPEHUIO 3a00jIeBaHUsT (Meara-
Ha HaGmonaeHust — 6 mec) [32].

Meton TI'CK B coBpeMEHHOM MUPE C YCIIEXOM UCITOJIb3Y-
eTCs1 JUIs JISUeHUST TSKENbIX pedpakTepHbIX (POpM ayTOMMMYH-
HBIX 3200JIeBaHUIl, B TOM YKCJIe MTPOTEKAIOIINX C MTOPaKeHUEM
LIHC [25, 33]. B pesynsrare BUCT ¢ mocnenmyromieit ayro-
TI'CK mpoucxomut snuMuHaums 3¢ dGekTopHbX T- u B-mmm-
(OLUTOB U, KaK CIIEACTBUE, «IIepe3arpy3ka» MMMYHHOI CHUCTe-
MBI C BOCCTAaHOBJICHMEM WMMYHOJIOTMYECKON TOJIEPAHTHOCTHU
[24]. TTpu anno-TT'CK npoucxonut nosiHasi «3aMeHa» MaTojio-
rUYeckn (YyHKIMOHUPYIOIIeH MMMYHHON CUCTEMBI. TepareB-
TUYECKUI 3B deKT M1 ayTOMMMYHHBIX 3a00JIeBaHUI peain3y-
€TCsI TAKXKeE 32 CYET PeaKIlM «TPAHCIUIAaHTaT IPOTUB ayTOUMMY-
HUTETa», UTO OOYCJIOBJIIMBACT 00Jiee CTOMKUI TMOTOXUTEIbHbBIN
kauHuueckuii apdexr [33]. B naHHo#t paboTe MBI IpeacTaBIsi-
em oba BapuaHta TI'CK y manmenroB ¢ 3COHM, pe3ucrteHT-
HBIX K ITPOBOIMMOI «KJIacCUYeCcKoii» Tepanuu [24, 25].

B nammx HabGMIOAeHUSX y TIEPBOTO TAIlMEHTA TeUeHME 3a-
00s1eBaHUS OBLIO HEYKJIOHHO TIPOTPECCUPYIONITUM, C KPATKOBpe-
MEHHBIM TIEPUOIOM CTAOWIIN3AIINY, Y IPYTOTO pebeHKa oTMeva-
Jich QuryKTyupytoire 060cTpeHus Ha (PoHe Tepanuu IByX pa3-
JIMIHBIX JIMHUM (BKITIOYasT TOAIepKUBAIONIyI0). TeM He MeHee
B 000X Cilydasix ObICTpOe HapacTaHKMe HEeBPOJOTUYECKOTO e-
dunmTa y eTeii 1 OTCYTCTBUE 3HAYUTETLHOTO 3hheKTa OT Ipo-
BOAMMOIi paHee Tepanuu O0YCIOBWIN HEOOXOAUMOCTb TIPUME-
HeHUs1 6osiee arpecCUBHBIX TEPANIEBTUUECKUX MTOAXO/I0B.

YuuThiBasi CpPOKM «Hayajga MOJHOTO AEHCTBUSI» TapreT-
HBIX TIperapaToB (puTykcumad — 8—12 Hem, caTpanuszymad
1 TolmIudymad — 12—24 Hen, sKynu3ymad v paByau3ymad —
1-2 Hen), y MaluMeHTOB B Ka4ecTBE NOCTYITHOW TepareBTHYe-
ckoit ormumu paccmarpuaiack TICK. CoracHo maHHBIM JTH-
TepaTypsl, onbIT nposeaeHust TITCK y neteit cymectyet [34].
OmHako B TEPBOM TPENCTaBIEHHOM KJIMHUYECKOM ciydae
BriepBble TI'CK mpoBonuiach namueHty ¢ oueHkoit mo EDSS
9,5 6anna. Panee manublii Meton tepanuu (ayto-TT'CK) wmc-
MOJb30BaAJICSI y AETe ¢ MaKCUMaJbHOW OLIEHKOW IO IIKaje
EDSS 9 6amnos [35].

Bo BTOpoM kimHMueckoMm ciydae pedbeHky ¢ 3COHM
BriepBbie ObL1a nipoBeaeHa TI'CK oT rarionieHTUYHOro JOHO-
pa. Panee anno-TI'CK nmpoBoauiInch OT MOJHOCTBIO COBMECTU -
MBIX POJCTBEHHBIX IOHOPOB WJIM OT He moiHocTbio (9/10)
1 rtostHOCThIO (10/10) HLA-CcOBMECTMMBIX HEPOICTBEHHBIX J10-
HOpOB. B mepBoM KIMHWYECKOM Cilydae B MOMEHT TIPUHSITUS
pemrenust o mpoBeneHnn TI'CK cocrosiHue pebeHka ObUTO Kpaii-
He TSDKeJbIM, TIPOBOIWIACH MCKYCCTBEHHAs] BEHTWISIIUS JIeT-

kuX. C yueToM TSKEeCTU COCTOSTHUS U TedUIUTa BpeMeHU ObLIO
peiieHo BoIMOAHUTL ayTo-TI'CK. Bo BTOpOM KIMHUYECKOM
cllyyae TeyeHue 3aboJjieBaHUsI OOYCJIOBUJIO HEOOXOIMMOCTb
nposeaeHus ano-TI'CK, tem 6osiee 4yTo, B OTJIMUKE OT MEPBO-
ro NalKeHTa, y BTOporo pedbeHKa He OTMeYaoch KIMHUYECKOTO
OTBEeTa Ha MOOMJIM3ALMOHHYIO 103y LuKIodochamuaa. ¥ 060-
ux aereid mocie BoimosHeHHOM TI'CK oTMeuaeTcst niauTenbHast
pemuccuss 3COHM, o6a moayyaroT carpasnzymad ¢ KOHCOJIM-
IUpYIOIIe 1ebio. Y manueHTa u3 HadmoaeHus 1 3adpukcupo-
BaHa IMOJTHass UMMYHHas! pEKOHCTUTYLINSI, peOCHKY M3 HaOJIoIe-
HUST 2 OTMEHEHBI MMMYHOCYIIPECCUBHBIC TTpeTiapaThl, KOTOPBIC
BBOJMJIUCH B Te€panuio ¢ 1eiibto npodwiaktuku PTIIX, u Takxke
HaYMHAETCS TPOIeCC UMMYHHOU PEKOHCTUTYIIMY, YPOBHU UM-
MYHOTJIO0Y/IMHOB, B-mumdbounToB U T-UUTOTOKCUYECKUX JIUM-
(olMTOB — B Mpenenax BO3pacTHOM HOPMBI, YpOBeHb T-Xelre-
poB cHkeH (19%; 239 ki1/MKI).

TeyeHre MOCTTpaHCIJIAHTALIMOHHOIO Tepuoia Ha BCex
aTanax — 0e3 3HauMMBbIX OCJIOXKHEHU. [leTn HabmoaaIuch cpa-
3y TOCIe MPUXUBJICHUST UCKIIOUNTENbHO B aMOYJIaTOPHBIX yC-
JIOBUsIX. Y pebeHKa U3 BTOPOro KIMHUYECKOTrO HAOTIOAECHUS 10~
cie ano-TI'CK ¢ 50-x mo 60-e cyTKu oTMeYasIcss reMopparuye-
CKUI IIUCTUT 1-i CTEMEeHU COTJIaCHO OOIIMMM KPUTEPUSIM TOK-
cnynoctd (Common Terminology Criteria for Adverse Events
version 5.0, CTCAE 5.0), He moTpe60oBaBIINii CTAIlMOHAPHOTO
JledyeHus, Kynuposajicst camoctositesbHo. [locie 100-ro nHs
y nauueHTa T. ormeuancs snuzon PTTIX B Bune nopaxkeHus Ko-
xu 1-i1 crenenu mo CTCAE 5.0, npoBoawiach Tepanus Tornuye-
ckumu I'K ¢ 1ojoxkuTeIbHbIM KIMHUYECKUM 3(DHEeKTOM.

O0a pebeHKa IMoJyyaroT KYpCOBYIO MEIMILIMHCKYIO pea-
OMIMTalMIO, KOTOpasi, B COUeTaHUM ¢ OMOJIOrMYeCKOi Teparnu-
eii, CMoCOOCTBYET YMEHBIIIEHUIO ¥ HUX HEBPOJOIMYECKOTO Jie-
¢unura.

3aknwyenune

BUCT c mocnenytomeit TTCK MoxkeT paccMaTpuBaThCst
KaK KypaTUBHBIM METON JIeUeHUS PE3UCTEHTHBIX (opm
3COHM. Bri6op Buna TT'CK MoXeT 3aBUCETb OT TSIXKECTH CO-
MaTUYECKOro U HEBPOJIOTMYECKOTO CTaTyca MalueHTa, a TAaKXKe
OT KJIMHWYECKOTO OTBETA HA TPOBOJAMMYIO UMMYHOCYIPECCUB-
Hylo Tepanuto. PesyibraThl MpencTaBJieHHOrO MCCEI0BaHMS
MOTYT OBITb MCIOJb30BaHbl UIsI OOOCHOBAHUSI PACLIUPEHUS
BO3MOXHOCTEl OKa3aHMsI MOMOIIM MalUeHTaM C TSKEIbIMU
ayTOUMMYHHBIMM 3a00/IeBaHUSIMUA C TIOPaXEHHEM HEPBHOM
cuctembl B Poccuiickoit ®@enepannu. Heobxoanmel ganbHei-
e ucciaenoBaHusl o ucnoib3oBaHuio MetonoB TICK, ux
JIOJITOCPOYHOI 2 (HEKTUBHOCTU M 0€30TTIACHOCTH Y MAI[UEHTOB
JIETCKOTO BO3pacTa ¢ ayTOMMMYHHBIMU 3a00JIeBAaHUSIMU C TIO-
paxkeHUeM HepBHOU CUCTEMBI, pePpakTepHBIX K CTAHIAPTHOMN
Tepanuu.
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HccnenoBanue He MMeN0O COHCOPCKOi moanepxku. KoHGIMKT MHTepecoB OTCYTCTBYeT. ABTOPBI HECYT MOJIHYIO OTBETCTBEH-
HOCTb 32 MPEIOCTaBIeHe OKOHYATETbHOM BEpCUM PYKOTIMCHU B TieuaTh. Bce aBTOpBI MpUHUMATU ydacTre B pa3pabdOTKe KOHLETIINT
CTaTbhU U HAMMCAaHUM pykorucu. OKoHYATeIbHAST BEPCUST PYKOTIMCHY ObUTa 0100peHa BceMU aBTOpaMH.
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