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PE3IOME

XpoHHUUeckass BOCTATUTEIbHAS TeMUCTHHU3NpYomas nmonmaeiponarus (XB/IIT), Bo3HuKa-
IoIas B IETCKOM BO3pacTe, KakK MpaBUIIo, MOAJAeTCS JICUYSHHUIO C IPUMEHEHHEM CTaHIapTHBIX
MMMYHOCYIIPECCUBHBIX TIpenaparoB. llanueHTsl ¢ pedpakTepHbIM TEUEHHEM MOTYT UMETh
VMHBAJIUIN3UPYIOIINE OCIOKHEHUS U HYXJAIOTCS B TEHHO-WH)KEHEPHOH OMOJIOTHYECKON Te-
parmu. B crarbe npuBoanuTcs nHpopmarys o 3adoieBanny u onncanue ciydas XBIL ped-
pPaKTepHOTO K CTaHJAPTHOW TEpaIuy, C XOPOIINM OTBETOM Ha TeHHO-HHXCHEPHYIO OHOJIOTH-
YECKYIO TePaInI0 pUTYKCUMAOOM.

KiroueBble c10Ba: 1eTH, UMMYHOCYIIpECCUBHAS Teparusl, puTyKCHMab, XpoHHYecKast BOCTIa-
JUTENbHAs IEMHUEIMHU3UPYIOIIAsl TOJIUPaAUKyITOHEBPOIIATHI.

s yumuposanus.: Jhooumosa H.A., Ilepeynuna T.M., Ceenv K.A., Kocmux M.M. Onvim
npumenenus anmu-B-kiemounot mepanuu pumykcumadbom y oemeti ¢ XpOHUYeCKol 60CNa-
JUMENbHOU OeMUueluHU3Upyrowel noaupaoukyloHesponamuell ¢ onucanuem KJIUHUYeCKo20
cayuas. Poccutickutl sicypHan nepcoHanuzupo8anuon meouyunsl. 2024,4(4):319-328. DOI:
10.18705/2782-3806-2024-4-4-319-328. EDN: EATMDN
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ABSTRACT

Chronic inflammatory demyelinating polyneuropathy, which occurs in childhood, is usually
treatable with the use of standard immunosuppressive drugs. Patients with refractory
course may have disabling complications and need biological therapy. The article provides
information about the disease and a description of a case refractory to standard therapy with a
good response to biological therapy with rituximab.
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Cnucok cokpamenuii: BBUI' — BHyTpuBeHHBII
HMMYHOITI00yJIMH 4enoBeka HopMmanbHbd, ['KC —
riokokopTukoctepousibl, KT — xommbroTepHas
tomorpadusi, MPT — MarHuTHO-pe30HaHCHasi TO-
morpadus, [IT-MI1 — mynbc-Tepanus MeTHIITTPETHI-
3o50HOM, PTM — putykcumad, CKB — cucremnas
KkpacHas Bonyanka, XBJIII — xpoHudeckas Bocrnayiu-
TeJbHas JeMHUeTNHU3NPYIoLIas MoJupaauKyJIOHEBPO-
natus, [IHC — nieHTpanbHass HepBHAsI CHCTEMA.

XpoHnyeckass BOCHAIUTENbHAS AEMHEIMHU3UPYIO-
mas nonupanukyiaonespomnarus (XBAI) — ummyHo-
OTIOCPE0BAaHHOE 3a00JEeBaHNUE C TPOTPECCHPYIONIUM
(6bomee 2 mec.) WM PEUIUBUPYIOMIUM MTOPAKCHUEM
nepudepudecKiux HEPBOB C CEHCOMOTOPHEIM JIe(hUITH-
Tom [1].

[1aTOrHOMOHMYHBIX KIMHUYECKUX WU OMOXHUMHU-
yeckux mapkepoB XB/III He cymiecTByer, a AuarHos
OCHOBBIBACTCS HAa COYCTAHWH KIMHHYECKHX, DJIEK-
TpO(U3NOTOrMUECKUX, MOAACPKUBAIOIINX KPUTEPUEB
1 3PPEeKTUBHOCTH NPUMEHEHUST MMMYHOCYTIPECCHB-
HOM Tepammu [1].

Ta6nuua 1. KnuHuuyeckne kputepun XBAM [1]

Table 1. Clinical criteria for CIDP [1]

XpoHHUYECcKass BOCHAJIMTENbHAS] JEMHUEITHMHHU3UPY-
I0lIas MOJIMHEHPONaThs, BO3HUKAIOMAS B JETCKOM
BO3pacTe, KaK MPaBWIIO, TOAMACTCS CTaHIAPTHOMY
JICYEHUIO C TPUMEHEHHWEM BHYTPHUBEHHOTO MMMYHO-
rio0ynrHa venoBeka HopmaisHoro (BBUIY), riroko-
KOPTUKOCTEPOUJOB (B TOM UHUCIIE ITYJIbC-TEPAINN),
mia3mMooomena [1].

IIpu HeapdekTHBHOCTH CTAaHAAPTHOTO JICUYEHUS,
B Ka4eCTBE TepaIriy BTOPOH JTUHUHU M OCYIIECTBICHUS
crepoucoeperammero 3ppexra — BO3MOXKHO TPH-
MEHEHUE MMMYHOJETPECCAHTOB, TAKMX KaK a3aTHo-
IPHH, TUKI0POchaMuI, TUKIOCTIOPUH, MUKO(QEHOIAT
Mo(eTHI, a TakXe aHTH-B-kiaeTounoit tepanuu (pu-
Tykcuma0) [1-3].

CornacHo pexomennanusim EBpomneiickoii akane-
MHUH HEBPOJIOTHUH, METOTPEKCAT BO B3POCION MPaKTH-
Ke He pekoMeHayercs nanuentam ¢ XB/IIT [1].

ITanuenTsl ¢ XB/II1, He oTBeTUBIIIME HA CTaHAAPT-
HbIE METOJIbl JICUEHHUsI, MOTYT UMETh HEOIaromnpusT-
HBII POTHO3 U TPEOYIOT ACKaIAMi UMMYHOCYTIpEC-
CUBHOH Tepanuu ¢ NPUMEHEHHEM aHTU-B-KieTo4HON
Tepanuy. PuTykcnmab mpemctaBiseT coOOW CHHTE-

Tunuynbin XBATM:

Bce HMKEMNEPEHNCIIEHHDbIE KPDUTEPUW!

OBYX KOHEYHOCTEN.
— JOnnTenbHOCTbIO HE MeHee 8 Hedenb.

- I'Iporpeccmpyrou.l,aﬂ nnn peungnenpyrolwlad CMMMETpMYHaA NpoKCMasibHaA n gucTtasibHadA
Mbllle4YyHan cnabocTb BEPXHUNX N HMKHUX KOHEYHOCTEN 1 CEHCOPHOE NOopaXeHne Kak MMHNMYM

- OTCYTCTBVIE NN CHNKEHNE CYXOXWUITbHbIX pe(l))'leKCOB Ha BCEX KOHEYHOCTAX.

BapunaHTbl XBL[*:

OuctanbHbin XBOIM

lI:I,I/ICTaJ'IbHaFl noTepA 4yBCTBUTEJIbHOCT U MbllleYHanA
cnabocTb npenMmyLecTBeHHO B HMKHUX KOHEYHOCTAX.

MynbTndokanbHbin XBAI

[NoTepsa 4yBCTBUTENBLHOCTW N MbllleYHas criabocTb
MynbTUdOKanbHOro xapakTepa, 06bIHHO acCMMMeTpUYHas,
C npeobnagaHneM BEPXHNX KOHEYHOCTEN, 6onee 4yem

B OOHOW KOHEYHOCTMW.

®okanbHbin XBAI

HOTepH YyBCTBUTEJIbHOCTWN 1 MbllLEYHaA cnabocCTb TONbKO
B OOHON KOHEYHOCTW.

OeuratenoHoin XBAI

[OBuratenbHble CUMATOMbI U MPU3HaKK 63 CEHCOPHOro
BOBJIEYEHUA.

CeHcopHbin XBT
y4acTus.

CEHCOprIe CMMMNTOMbI U NPU3HaKN oe3 oBuraTesibHoro

ﬂpl/lMe‘-IaHI/le: * CYXOXWJibHbIE peq)l'leKCbl, KaK npaBuns10, HOpMaJibHbl€ B HEMOPAaXEHHbIX KOHEYHOCTAX.
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THYeCKHe (TeHHO-MH)XEHEPHBIE) XMMEPHbIE MOHOKJIO-
HaJbHBIC AHTHUTENA MBIIIN/4eI0BeKa, OOJIaJaroNnue
cpornctBoM K aHtureny CD20. Putykcumal cBs3bI-
BaeTCs C aHTUTEHOM Ha TOBEPXHOCTH B-numdonu-
ToB (CD20). K kineTkam, 3KCIIpecCUpyIOMNUM TaHHBIA
AHTUTEH, OTHOCATCA B-KJIETKU-TpeAIIeCTBeHHUKN
(mpe-B-knetkn), a Takxke 3pensle B-knetkn n B-kiet-
ku tamMsTu [4]. Iloce cBsI3bIBaHMS aHTUTEN B-KiteTku
YMHUPAIOT TI0 PSAY MEXaHH3MOB, BKIIIOUas aHTHTEIO-
3aBUCHMYIO KJIETOYHO-OMOCPEIOBAHHYIO ITHTOTOK-
CHYHOCTh, KOMIUIEMEHT-3aBUCUMYIO0 IIMTOTOKCHY-
HOCTbh W anonTo3 [5].

B ocHoBe narorenesa XB/III sexutr nMMyHHOE
BOCITAJICHHWE, YTO KOCBEHHO TOATBepKIaeTcs dhdex-
TOM TIPUMEHEHHSI KOPTHKOCTEPOHJIOB U OOJIE3HB-MO-
JTUQUIHMPYIOIUX MPOTUBOPEBMATHYECKUX IIpernapa-

II. NEAVNATPUA | PEDIATRICS

TOB, BKJIFouass putykcumad. Ha done mpoBommmoit
aHTU-B-KneTouHol Tepamuu OTMeEYaeTcsl KIWHU-
KO-MHCTPYMEHTAIbHOE  YIYYIIeHHE:  YIIy4IIeHHe
(YHKIIMOHAJIBHOTO CTaTyca, CHWIKCHHE WHBAJIHIH-
3alliH, peain3yeTcsi crepoujicoeperarommii dPQexT.
B nmonasustionmieM OOJIBIIMHCTBE CIy4YaeB Tepanus pu-
TyKCMMaOOM TiepeHOCHTCsl 0e3 MoOOYHBIX d(h(eKTOB
[6—8]. B MexxmyHApOmHON MPaKTUKE HAKOIJICH OIBIT
MIPUMEHEHU S aHTU-B-KJIE€TOUHOH Tepanuu y B3pOCibIX
C pPa3IMYHBIMU UMMYHOBOCHATUTEIBHBIMUA HEBPOJIO-
TUYeCKUMU 3a0oJieBaHussMu, TakuMu kak XBJII1, pac-
cessHHBIN ckiepo3, NMDA-, CASPR-, LG1-, GAD-pe-
IIENITOPHBIC PHIE(PATUTHI, ONITUKOMUETHUT [7, 9].

OnbIT IpUMeHeHns puTykcumaba y nereii ¢ X B/II1
OTpaHMYCH HEOONBIIMM YHCIOM KIMHMYECKUX Ha-
omtonenuit (Tad. 2).

Ta6nuua 2. Me)xayHapoAHbIA onbIT NPUMEHEHUA PUTYKCMMaba npu neamaTpu4ecKoMm

XBAn

Table 2. International experience in the use of rituximab in pediatric CIDP

Konunue-
lNop, AnHaMuka HexenaTtenbHblie
ABTopbl/CTpaHa CTBO na-
uccrnepoBaHuna COCTOAHMA AIBJIeHUA
LLUEeHTOB
Eppie M. Yiu, et al. 2007 1 YnydweHune He oTMeuanoch
AscTpanus [10] COCTOAHUA
D’Amico, et al. [11] 2011 1 Pemuccuna He otmevanocb
Ware, et al. ABcTpanusa 2014 5 YnyJweHwne He oTMeYanoch
[12] cocToAHWNA
Jay Desai, et al. Bes aBHOro
CLLA [13] 2015 1 sbdexTa HeT paHHbIX
Stevens, et al. [14] 2017 1 YnydiieHune He onuncansbl
De Simoni. et al 3HauunTenbHoe
’ ’ 2020 3 KJIMHNYEeCKoe HeT paHHbIX
AscTpus [15]
yrydlleHmne
ynyduierne Y 9 n3 32 naumeHToB
coCTOoAHUA .
Young Jun Ko, et al. C pasnN4YyHbIMU HEN-
2020 2 y OQ4HOro
Kopes [16] poBOCnannTeNbHbIMU
naumnenTa ns 3aboneBaHnaAMN **
nByx ¢ XBArN
Fatehi, et al. 2021 3 YnydweHwne He oTMeuanoch
VipaH [6] COCTOAHUA
tukawska, et al. Pemmcens
2021 1 C OCTaTOYHbIMU HeT paHHbIX
Monbuwa [3]
cuMnToMamMm

** — 6ONbLWNHCTBO CMMNTOMOB, CBA3AHHbIX C HEXXeslaTebHbIMU ABEHNAMU, Oblnn BPEMEHHbBIMU U NCHe3ann

MnocC/ie€ CHMXEHNA CKOPOCTN VIHbeSVIVI n npoBegeHA CMMANTOMaTN4YECKOro ne4yeHna aHTUr mctTaMmHHbIMU N XXapo-

noHMXawvwmnmMmm cpegcteamMmun. HeyenaTenbHble ABNEHNSA He npmBEN K OTMEHE pVITyKCI/IMa6a.
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Io nuTepaTypHbIM TAHHBIM, TEPAITUS PUTYKCHMA-
oom y nereii ¢ XBJIII Obuna 6e3omacHa U mpuBOAUIIA
K YJIyYIIEHHUIO 10 OCHOBHOMY 3a0oJeBaHuio [3, 6, 10—
12, 14-16].

Hmwke mnpuBommTcs CcOOCTBEHHOE HAOIIOICHHE
MaIMeHTa, MOJNyJarmero jedeHue B HamieM [leH-
Tpe C AMAarHO30M: XPOHUYECKas MOTOPHO-CEHCOPHAs
JACMUCTIMHU3UPYIOIIasd HOHHHeﬁpOHaTHH, aHTUuTeIa
K MHCTUHY (+), ¢ peHIUIUBUPYIONIAM PEMHTTUPYIO-
IIM TEYCHUCM.

OMNCAHUE KITIMHUYECKOIO CJTYYAHA

Manbuuk poAWIICA JIOHOIIEHHBIN, IOJIHOBECHBIH,
pOC U pa3BHUBAJICS 110 Bo3pacty 1o 15 ner. Hacnencreen-
HOCTb HE OTSTOILEHA, B CEMbE JBa cHOCa — 3I0POBBI.

B 15 niet 6e3 siBHOTO TpUTTEpHOTO (hakTOpa, 0€3 JTH-
XOpaJK{ MOSIBIICHHE CIIA00CTH B BEPXHUX M HUIKHUX
KOHEYHOCTSIX, TIa/ICHUsI HA POBHOM MeCTe, HEBO3MOXK-
HOCTh TOABEMa [0 JIECTHHIIC, CHUIKCHHE YYyBCTBH-
TEIBLHOCTH B 00JIACTU KUCTEH. B cBsi3u ¢ ueM pebeHok
TOCIUTAIM3UPOBAH B HEBPOJIOTHYECKOE OT/ICICHUE
0 MECTY JKUTEIbCTBA.

Obvexmugro npu ocmompe: TPU3HAKU BSIJIOTO Te-
Tpamnapes3a (CHH)KCHHE MBIIIEYHON CHIIBI, OTCYTCTBHUE
IIIYOOKHUX CYyXOXKHIIBHBIX PEQIICKCOB).

[Ipu o6cnenoBanmy B 1edr0TE:

1. JlaGopaTopHbIC MapKephI:

— PasBepHyTOe oOcinenoBaHue TIpH IIOJIMHEB-
putax (kpuornoOynunasl, AH®, AHIIA, ENA, an-
t™-GM1, GDI1b, GQIb) oTpunareibHo.

—  AHTHTeNa IMpHU MOJIMMHUO3UTE: aHTHTeNa K Mi-
2, Ku, PM-Scl100, PM-Scl75, SRP, anTtucunreras-
Hele antutena (Jo-1, PL-7, PL-12, EJ, OJ) u anTuTena
K Ro-52 oTpuniarensHeie.

—  T'yMopasibHON aKTUBHOCTH HE BBISIBJICHO.

—  OOmuif aHa U3 JIMKBOPA: OEITKOBO-KIICTOUHAS
nucconuanus, oenox 1,7 /1 (Hopma 0,16—0,33 r/m).

—  Hndekuunonnas naHenb (KpOBb U/UITH JTUKBOP):
reprecBupychl, nmaprosupyc B19, kiemesoit sHIeda-
AT, 60ppenno3, OpyIeie3 — OTPUIIATCIIbHBIC.

2. HWHcTpyMeHTanbHbBIE 00CTIeIOBaHUS:

—  OHMI B pebrore: npu3HAKH JeMHUCITHHU3UPY-
IONIET0 MMOPaKEHUSI MOTOPHBIX BOJIOKOH MTPOKCHMAaIIb-
HBIX Y4YaCTKOB HEPBOB BEPXHHUX M HIIKHHMX KOHEYHO-
creii. CHI)KEHUE CKOPOCTH TPOBEACHUS UMITYJIHCOB
Ha TIPOKCUMAJBHBIX y4acTKaX BEPXHUX KOHEYHOCTEU
1o 38-39 M/c (Hopma > 55 M/c), HIDKHUX KOHECUHOCTEH
1o 34-35 m/c (HopMa > 45 Mm/c).

— Ilpu neiipoBmsyammzaimu  (MPT  romoBHOro
W CIIMHHOTO MO3Ta): IPH3HAKOB MIOPaXKEHHSI HE BBISIBICHO.

BrictaBnen nuarno3: XB/I1.

WHummmpoBaHa MynbC-Tepanusi METHIPETHH-
3o70H0M 1000 Mr Ne 3, B OQuHaMHKe C TEPEBOJIOM

Ha TIepOPaIbHBIN MTPUEM MTPETHU30JI0Ha MAKCUMATHHO
B 103¢ 1 MI/KI/CYT, HMMYHOIJIO0YJIMH YeJI0OBEKa HOP-
MaJbHBIN B 03¢ | T/Kr/Mec (6 KypcoB), ¢ yIyullIeHH-
em, HO 6e3 JoCTHKeHH s pemuccui. [Ipu moneITKax me-
peBoaa pedeHKa Ha aJbTePHUPYIONIYIO CXeMy IpuemMa
MPEIHU30JI0HA WIJIM CHUKEHHUH €ro J03bl — yXYJIIIIe-
HHUE COCTOSIHHUS B BHUJC HApacTaHUS MBIIICYHOU Clia-
6ocTu B 00JIaCTH BEPXHUX M HUIKHUX KOHEUHOCTEH.
B cpennem mo mpormrecTBUH 4—5 HeAeNb OT MOMEHTA
BBeneHuss BBUIT — Takke yXyallleHHE COCTOSHUS
B BHJIC HapacTaHUs MBIIICYHOU cIabOCTH B 00JIACTH
BEPXHUX U HUKHUX KOHCUHOCTEH.

B cBs3u ¢ yXyOIeHUEM COCTOSHHUS W HATHMIHEM
CTEPOUI03aBUCUMOCTH, TocnuTaiuzuposad B ®I'bBY
«HMUIL nm. B. A. AnmazoBa» Munznpasa Poccuu
B OT/ICJICHUE MEAUATPUU ¥ MEJAUIIMHCKON peaduiinTa-
mun Ne 1.

Ipu nocmynienuu 06veKmMu6Ho: TPU3HAKH BSAIIOTO
TeTpamnapesa, peOeHOK HE MOT OCYIIECTBIATh yXOJ 32
co0oM, BCTaBaTh CO CTYJIA, MOT XOJUTH TOIBKO C IOMO-
IIHI0 KOCTBIJIEH.

[Ipu nguHAMUYEeCKOM HaONIOICHUU OyJIb0apHOIro
CUHJIpOMa, TPU3HAKOB CIA00CTH JIBIXaTEeIBHON MYCKY-
JaTyphl, MPU3HAKOB TIOPAKEHUS YEPEIHBIX HEPBOB,
HapylieHus] (YHKIUNA Ta30BBIX OPraHOB, MMPU3HAKOB
BEreTaTUBHOMN TUCHYHKIIMH HE OTMEYAIOCh.

Jlabopamopno-uncmpymenmanvHvle 00C1€008aAHUSA.

[Ipu crarmapTHHIX 1a00PaTOPHBIX 0OCTIEIOBAHUSX:
MPU3HAKOB LUTONN3a, a30TEMHUU, MapaKIMHUYECKOU
AKTUBHOCTH, MOYEBOTO CHHApPOMa HE OTMEYaJOCh.
[Tpy *MMYHOIIOTHYECKOM 00CIIEIOBAHUH:

AnTuHyKIeapHbId (akTop Ha Hep muaum: < 1:160
(rHopma < 1:160);

AmnTuTena x apycnupansHoit JIHK orpunarensheie.

T'unoxkoMiieMeHTEMUH HET. YPOBHU UMMYHOTIJIO-
OynuHOB A, M, G CBIBOPOTKH B TIpe/ieiiaX HOPMBL.

AHTHHEHTPODUITBHBIE [UTOIUIa3MaTHYECKUE aH-
TUTEJA OTPHUIATEIbHBIC.

AHTHTeNa K MUETTUHY BIIEPBBIE ONPE/IeNIEHBI (depes
10 mec. oT nebroTa 3a00seBaHus 1 Ha ()OHE yIKE paHee
MIPOBOIUMON UMMYHOCYIIpecCHBHON Tepanun) — 1:10
(mopma < 1:10).

Hucmpymenmanvroe obcredosanue:

MPT cenajMIHBIX HEPBOB BIIEPBBIE BBIIIOJIHEHO:
MaTOJIOTHYECKUX N3MEHEHN HE BBISIBUJIO, HO HEO0XO-
JIMMO 00paTUTh BHUMaHHUE Ha TO, YTO TAHHOE MCCIIE0-
BaHHe ObUTO MpoBeneHo yepe3 10 mecsues oT aedroTa
3a0oJeBaHusl U HA (OHE y)KEe HHULIUUPOBAHHOH paHee
MMMYHOCYTIPECCUBHON Tepanuu (IPEIHU30JI0H C UM-
MYHOTJIOOYJTTHOM 4eJIOBEKa HOPMaIbHBIM).

KT opranoB rpyaHO#l U OprONIHOW MOJNOCTEH, Ma-
JIOTO Ta3a ¢ KOHTPACTUPOBAHUEM: HE BBISIBUJIO MATO-
JOTMYECKUX M3MCHEHHUH, B TOM YHCIIe 00bEMHBIX 00-
pa30BaHUIA.
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Ocmomp cneyuaiucmos:

OdTranbMonoruueckoe o0cne10BaHue: HE BBISBUIIO
MaTOJOTMYECKUX U3MEHEHU .

OTOpHHOIAPUHTOJIOTHYECKOE O0CIICIOBAHUE: TIPH-
3HAKOB TyTOYXOCTH HE BBISIBIICHO.

B HMUII um. B. A. AnmasoBa HazHaueHa MUKO]e-
HOJIOBAast KMCJIOTa B KOMOMHAIIMH C TPEAHNU30JI0HOM, 0€3
a¢dekTa B TCUCHHE MeCsIa, B CBS3H C YeM, YUUTHIBAs
PE3UCTEHTHOCTh K CTaHIAPTHOH KOMOWHHPOBAHHOM
MMMYHOCYTIPECCHBHOM TEparnmuu W HEOOXOIUMOCTh
peanuzanuu crepougocOeperatomero 3dpexra (K Mo-
MeHTy noctyruieHus B HMUL] um. B. A. Anmazosa
peOeHOK MojIyyas MmepopaibHO IpeaHu3010H 10 Mec.
B J03¢ 1 MI/KT), HHUIIMUPOBAHA TEHHO-WH)KCHEPHAS
OnoNormyuecKas Tepanus: XUMEpPHbIE MOHOKJIOHAIILHBIE
aatutena k CD20+ B-nmumdonuram — puTykcumao.
JleyeHue puUTyKCMMaOOM OBLJIO OJOOPEHO ATHUUYCCKUM
komutTeToM Hamtero llentpa. IlanueHT W 3aKOHHBIN
MIPEICTABUTENh TTOITUCAIN HHPOPMUPOBAHHOE COTJIa-
cHve Ha nosydeHue nedeHus. [lepen Hadamom sieueHUs
pUTyKCHMaOoM 1 Ha (OHE Teparuu KOHTPOIUPOBAJICS
YPOBEHb MIMMYHOIJIOOYJTMHOB U COCTOsiHME B-Kierou-
HOTO 3BeHa. BriOpaHa Kilaccmueckasi cxema BBEICHUS
putykcumaba B 03e 375 Mr/m> — 4 1mocieioBaTebHbIX
BHYTPHUBEHHBIX BBeIeHHS | pa3 B Hemenmro — 2 pasa
B Iofl ¢ UHTepBaJIOM B 6 MmecsueB. [lanueHTt ynosner-
BOPHUTEIBHO TNEpPeHOCH)T UH(]Y3HH, CepbEe3HBIX HEXe-
JIATCNIBHBIX SIBJICHUW HE 3apeructpupoBaHo. Ha done
Teparuy PUTYKCUMaOOM OTMedaeTcs CTOWKas KIUHU-
KO-MHCTPYMEHTAJIbHAsI PEMUCCHS YK€ TOCIIE TEPBOrO
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OJI0Ka pUTYKCHMada, OTCYTCTBHE OOOCTPEHHI MEXIY
BBE/ICHUSIMHU JIEKAPCTBEHHOTI'O Mpenapara.

MaJspunk BepHYJICS K OOBIYHON )KM3HHU, COBEPIIAET
JUTUTENbHBIE TEIINe MPOTYIKH, YIUTCS, MOTHOCTHIO
cebst obcmyxuBaeT. MpllIedHasi Crjia BOCCTAHOBJICHA
g0 5 OannoB. [1odHOCTBIO OTMEHEHBI HPEAHHU30JIOH
1 MUKO()EHOJIOBAs KUCIIOTA.

Jns oueHKM KadecTBa JKM3HH HCIIOJIb30BAJICA
OTIPOCHHK TAITUEHTOB ¢ XPOHUUECKOH MPpHoOpeTeHHON
nonuHeiponaruei. Jlo vHUIManUKu puTyKcuMaba Ha-
CUMTHIBAJIOCH 25 OasioB, uepe3 18 mMecsieB ot Havana
JIaHHOU Tepanuu — 12 0aJIJIOB, YTO CBHUJICTEILCTBYET
00 yIydIIeHWwW KadecTBa >KU3HW IMalueHTa Ha (oHe
MIPOBOIMMOTO JICUCHHUS (CM. Ta0I. 4).

[lo nmaHHBIM HMHCTPYMEHTAJIBHOTO HCCIIEIOBAHUS
(OHMI') mocne omHOTO BBEICHHS PUTYKCHUMada: am-
IUINTYAa TIOTEHIMajda JeMCTBUA CEHCOPHOTO HepBa
HIDKE peepEeHTHBIX 3HAUEHUH ¢ HIKHUX KOHETHOCTEH,
MIOKA3aTeJIM UCCIICIOBAHUS CEHCOPHBIX HEPBOB C BEPX-
HUX KOHEYHOCTEH B pejiesiax pe)epeHTHBIX 3HAYCHUH.
ITokasarenu ckOpocTell B AUCTAIBHBIX OTJAEIAX MOTOP-
HBIX HEPBOB C BEPXHUX U HIDKHUX KOHEYHOCTEH B Tpe-
JlejaxX HIKHUX TpaHuIl peepeHTHBIX 3HadeHui. CHU-
JKEHBI CKOPOCTH TIpoBeneHus 1o n. femoralis — 45 m/
cek, n. axillaris — 37,5 m/cek, n. musculocutancus —
38 mm/4. JlaTreHTHBIH iepruoa F-BOIHBI HECKOJIBKO yBe-
JIM4eH, B OOJIbILEH CTEIIEH! Ha PyKax.

ITocne mepBoro Oj0Ka pUTYKCHMaba: MOKa3aTelH
O MCCIIeIOBaHHBIM MOTOPHBIM U CEHCOPHBIM HEpBaM
Ha BEPXHUX M HWKHMX KOHEYHOCTAX B Ipeesax pe-

Ta6nuua 3. AluHaMuKa Mbille4YyHOn cusnbl B 6annax y naymeHTta ¢ XBAIN po n Ha ¢oHe

Tepanuu puTyKCMMa6om

Table 3. Dynamics of muscle strength in scores in a patient with CIDP before and during

rituximab therapy

MbiweyHana cuia B KoHeyHocTax (B 6annax)

Ha doHe Tepanun
B AeGiote Ao Tepanuy repannn pestsononon | depes 18 e
OT MHMLMaLLNN
OTpen CnpaBa Cnepa CnpaBa CneBa CnpaBa
Kunctb 3 3 4 4 5
MNpepnneybe 3 3 3 3 5
Mneyo 3 3 2 2 5
Crtona 3 3 5 5 5
[oneHb 3 3 5 5 5
beppo 3 3 4 4 5
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Ta6nuua 4. luHaMMKa OTBETOB Ha ONMPOCHUK AJ11 NaLUEHTOB C XPOHUYECKOMN
npnobpeTeHHOM nosinHenponaTtuen y 6onbHoro ¢ XBAIM po u Ha $oHe Tepanun
pPUTYKCMMaboM

Table 4. Dynamics of responses to the questionnaire for patients with chronic acquired
polyneuropathy in a patient with CIDP before and during rituximab therapy

Ha doHe Tepanun
[o putykcumaba, Ha poHe MNocne nepBoro 6roKa pUTYKCMMaboM
Tepanuun NpeaHN30/I0HOM puTyKCcMaba yepes 18 mec.

OT MHULMaLMn

[MonHo- He cooTt- |Ya- MonHo- He cooTt- |YactuyHo |[lonHo- He coot-
CTbto BETCTBYET |CTUYHO |CTblO BETCTBYET |COOTBET- | CTbtO BETCTBYET
cooTtBeT- |—O0 COooT- cootBer- |—0 cTByeT cooTtBeT- |—0O
cTBYyeT — BET- cTBYyeT — —1 cTBYeT —
2 cTByetr |2 2

-1

MposABneHna HelponaTnn
HeraTuBHO BMAKOT Ha MOKO 2 - - 2 - - - -
WN3Hb

MHe mewaeT 601b,
CBA3aHHaA Cc HelponaTuen
MeHs 6ecnoKounT WaTKoCTb
N HEYCTOMYMBOCTb NMpu
xonbbe,

CBfi3aHHaf C HelponaTunen
N3-3a npoasneHunn
HelponaTun MHe TPYOHO 2 - - 2 - - - -
ofneBaTtbcA

MposBneHnsa HelponaTun
MellatoT MHe crnaTb
MposBneHns HeliponaTnumn
OorpaHN4YnBalOT MO
TPYAOCNOCOBHOCTb
(Bkntoyas paboTy Ha goMy)
MposaBneHns HeliponaTnmn
MeLatoT MHe MoNb30BaTbCA 2 - - 2 - - - -
TpaHCMopTOM
N3-3a nposaBneHnn
HenponaTum A 3aBuLy 2 - - 2 - - - -
OT OKPYatLnX

3-3a HellponaTun
f1 YYBCTBYIO cebn 2 - - 2 - 1 - 0
noAaBfeHHbIM
3-3a HelponaTum A nagato 2 - - 2 0 - - 0
A nocToAHHO oyMato

O HelponaTun

13-3a HellponaTnm A He Mory
3aHUMaTbCA BCEMU BUOamMm
00CYyra, KOTOpPbIMU X044y
3aHUMaTbCA

N3-3a HerponaTn

f1 YyBCTBYIO cebf 2 - - 2 - 1 - -
N3MOTaHHbIM

3-3a HelponaTum y MeHs
npo6aembl C MPUEMOM MNLLA
13-3a HelponaTm A He Mory
BbIMOJIHATb BCE JOMallHne 2 - - 2 - - - -
nena

O6wwn 6ann 25 6annos 19 6annos 12 6annos
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(epenTHBIX 3HaueHuH. [lokazarenn NO3THUX OTBETOB
TaK)Ke B Mpejienax pe)epeHTHBIX 3HaUCHU .

[TaumeHT B MEXKIOCHUTANBHBIA MEPUOA UMEN OC-
JIO)KHEHUS! OT JUTUTEIHLHOTO MPHUEMa TIIFOKOKOPTUKOCTE-
POHMIIOB, B BUJAE Pa3sBUTHUsI CTEPOMI-WHIYLUPOBAHHOTO
0CTEONOP032a C KOMIIPECCHOHHBIM iepesioMoM Teit Th6,8
C BBIp@KEHHBIM 00J1€BBIM cHHAPOMOM. [1o pesynsraTtam
JIBYDHEPreTUYECKON PEHTICHOBCKOW JEHCUTOMETPUU
TTOSICHUYIHOTO OT/ea nmo3poHoyanka (L1-L4) Z-kpuTte-
puit = -3,5 SD (Hopma > -2 SD), wHUIIMHPOBaHA IIPO-
rpaMMHasi Tepanusi ouchocdoHaramu ¢ BBIPAKESHHBIM
KIIMHUKO-UHCTPYMEHTAIBHBIM YTy YIICHUCM.

JlHaMHKa MBIIICYHON CHITBI B 0aJiax u JUHAMHKA
OTBETOB HA ONPOCHUK JJIS1 HALIUEHTOB ¢ XPOHUYECKON
npuobperenHoi nonuneriponaruelt (Chronic Acquired
Polyneuropathy — Patient-Reported Index, CAP-PRI)
npeacTasiieHa B Tabnunax 3 u 4.

OBCYXAEHUNE

B cratee npuBenen cinyuaii XBJII1 y pebenka ¢ pe-
3MCTEHTHOCTBIO K CTaHJApTHOM Tepamuu ¢ TpHUMe-
HeHueM koptukoctepouao, BBUI' u cenexTuBHOrO
HEOHMOJIOTHYECKOT0 UMMYHO/IETIpeccanTa — MHKO(de-
HOJIOBOH KHCIJIOTBI, C XOPOLIUM OTBETOM Ha TE€pamuio
onokatopom CD-20 — purykcumabom. K3BecTHO,
yto XBJII1 — penkas nepudepuyueckas HeBponaTwus,
BIIUSIONIAsT HA JIBUTATEIbHYIO (YHKIIHIO TAI[UCHTOB
U UX CUXO03MOLMOHAIBHOE COCTOSIHUE, YTO MPUBOJUT
K YXYJIUIEHUIO UX CaMOUYYBCTBHS M KauecTBa JKU3HMU.
B cpeanem, 1o JaHHBIM MEXyHApOJHOWU JUTEpaTy-
ps1, mpumepro 20 % manuentoB ¢ XB/II1 He oTBewaroT
Ha NEPBYIO JIUHUIO Tepanuu [17].

[lo naHHBIM NMpoOaHATM3UPOBAHHBIX CTaTel U3 Te-
JUaTPUIECKON MTPAKTUKH, TALUEHTHI C pePpaKTepPHBIM
teuenneMm XB/III, koTopbIM IpoBOAMIIACE aHTH-B-Ki1e-
TOYHAsl TEpanus, UMEIU YIYyUIICHUE IO OCHOBHOMY
3a0oneBaHmI0 WK peMuccuio [3, 6, 10-12, 14-16], 3a
UCKITIoueHUeM oiHoro pebenka n3 CIIA, y koroporo
He 3a(UKCUPOBAHO yITy4dlIeHUs! cocTostHuUs [13].

B cBs3u ¢ OTCYTCTBHEM JAHHBIX MMEIOTCS Orpa-
HUYEHHUS AJIS1 OLCHKHU INMPOBOIMMOM Tepamuu y Iie-
nuatpuyeckux nauueHtoB ¢ XBIIl no muHuimanuu
puTyKcuMaba, a TakKe PEeKUMOB U IHTEIBHOCTH
aHTH-B-knetounoit Tepanun. D’Amico A. (2011) ¢ co-
aBTOpaMH¥ omucas 0OJIbHOTO, KOTOPBIN, KaK M HaII Ta-
LHUEHT, UM IauTenbHblid onbIT Tepanuu ['KC, B Tom
yucne IIT, BBUI, u uHbIMH UMMYHOZEIPECCAHTAMU
(a3atuonpuH, uHTepDepoH-aabha, METOTPEKCAT, MH-
Ko(heHOJIAT), U TaK JKe, KaK M y HaIllero pedeHka, y Hero
OTMEYEHBI XOpOoIllasi IEPEHOCUMOCTh aHTU-B-kieTou-
HOW Tepanuu U peMUCCHS yxkKe uyepe3 1 MecsI OT BBe-
JeHUs pUTyKcuMaba. BasxkHO OTMETHTD, UTO B JaHHOM
crarbe peruaus X B/II1 3adukcuposan uepes 12 mecsi-
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LEB OT MOCJIEAHEro BBEACHUSI pUTyKcuMaba, 4To 1o-
TpeOOBaJIO TOBTOPHBIX HH(Y3HIA.

3a nocneaHue eCSTUIETHS BCe OOoblIee YUCIIO CO-
oO01meHnit onuCchIBarOT 3 (hEeKTUBHOCTH M 6€30MaCHOCTh
puTyKcumMaba MpH ayTOMMMYHHBIX U BOCTIAIUTEIBHBIX
3a00JIeBaHUsX TEPUPEPUUSCKON U IICHTPAJILHONH HEPB-
HOHM cHCTeMBI y Aerei, Takux kak NMDA-pementop-
HBI DHIE(ATUT, CHHAPOM OICOKIOHYC-MHOKJIOHYC,
pacctpoiicTBa ONTUKOMHUEIHUT-ACCOLUMPOBAHHOTO
CIEKTpa, CUCTEMHAs KpacHasl BOJTYaHKa C HEWPOIICUXH-
aTPUYECKUMH TIPOSIBICHUSIMH, JIUMOMYECKUN ayTOUM-
MYHHBIH 3HIIE()aTUT ¢ aHTUTEIaMH K TITyTaMaTaeKap-
ookcunaze (GAD), paccesHHBIN CKIepO3, TIepBUYHBIE
auruntsl LIHC, sH1iepanut, 00ycIoBICHHbIH aHTHTENa-
MU K TMOTEHIHAJI-3aBUCUMOMY KaJME€BOMY KaHaiy, JH-
nedanut Pacmyccena u mp. [16, 18-21].

HeoOxomuMbl  paHIOMU3WPOBAHHBIE KOHTPOIH-
pyeMble HCCIIECAOBaHMS IO JICUCHUIO pedpaKkTepHOI
XBAII y nereii, B TOM 4MCIIE, B CBSI3U C COXPAHSIOIIU-
MHCSI BOTIPOCAMH:

—  xorga pebenka ¢ XB/II1 Hy>XHO TIEPEKITIOUUTH
Ha pUTyKCcuMao?

—  Kakas cxeMma IPUMEHEHMs pUTYKcuMaba Hau-
0osee a¢ddexTrBHA U Oe30MacHa y AeTen?

—  TpeOyIoT JY TAIMeHThl C JAHHOW ITaToJOoTHen
JUTUTEIHHOTO MTPUMEHEHHs aHTH-B-KkiieTouHoi Tepanun?

—  J1aeT i1 HaJexay aHTu-B-kiertounas Tepanus na-
nuenram ¢ XB/IIT Ha nocTmkeHre MEIMKaMEHTO3HO-UH-
JYILIMPOBAHHOIN PEMHUCCHH, B TOM YHCIIE CITYCTS TO/IBI?

3AKJTIOHEHUE

B crarbe mposeMOHCTpUPOBAH OMBIT MPUMEHEHUS
putykcumaba y noapoctka ¢ XB/III, pe3uctenTHOI
K cTaHAapTHON Tepanuu. Jledenue ObLIO dPPEKTUB-
HBIM 1 0€30I1TacHBIM.

KoHpnukT uHtepecos / Conflict of interest

ABTOpbI 3aABUIN 06 OTCYTCTBUM MoTeHUuanb-
HOro KoHdNMKTa nHTepecos. / The authors declare
no conflict of interest.

CMNCOK JINTEPATYPbI/ REFERENCES

1. VandenBerghPYK,vanDoorn PA,Hadden RDM,
et al. European Academy of Neurology/Peripheral Nerve
Society guideline on diagnosis and treatment of chronic
inflammatory demyelinating polyradiculoneuropathy:
Report of a joint Task Force-Second revision. J Peripher
Nerv Syst. 2021;26(3):242-268. DOI: 10.1111/jns.12455.

2. Tsoumanis P, Kitsouli A, Stefanou C, et al.
Chronic Inflammatory Demyelinating Polyneuropathy
and Evaluation of the Visual Evoked Potentials: A
Review of the Literature. Medicina (Kaunas). 2023 Dec
13;59(12):2160. DOI: 10.3390/medicina59122160.

326

Toma | nea | 202



NEOVNATPNA | PEDIATRICS .II

3. tukawska M, Potulska-Chromik A, Lipowska
M, et al. Pediatric CIDP: Diagnosis and Management.
A Single-Center Experience. Front Neurol. 2021 Jul
2;12:667378. DOI: 10.3389/fneur.2021.667378. Erratum
in: Front Neurol. 2022 Jan 21;12:784144.

4. Buch MH, Smolen JS, Betteridge N, et al.
Rituximab Consensus Expert Committee . Updated
consensus statement on the use of rituximab in patients
with rheumatoid arthritis. Ann Rheum Dis 2011;70:909—
20.10.1136/ard.2010.144998.

5. Smith MR. Rituximab (monoclonal anti-CD20
antibody): mechanisms of action and resistance.
Oncogene. 2003;22:7359-68. 10.1038/sj.0nc.1206939.

6. Fatehi F, Okhovat AA, Panahi A, et al.
Retrospective analysis of response to rituximab in
chronic inflammatory demyelinating polyneuropathy
refractory to first-line therapy. J Peripher Nerv Syst.
2021 Dec;26(4):469-474. DOI: 10.1111/jns.12461. Epub
2021 Sep 10.

7. Hu J, Sun C, Lu J, et al. Efficacy of rituximab
treatment in chronic inflammatory demyelinating
polyradiculoneuropathy: a systematic review and meta-
analysis. J Neurol. 2022 Mar;269(3):1250-1263. DOI:
10.1007/s00415-021-10646-y. Epub 2021 Jun 12.

8. Muley SA, Jacobsen B, Parry G, et al. Rituximab
in refractory chronic inflammatory demyelinating
polyneuropathy. Muscle Nerve. 2020 May;61(5):575-579.
DOI: 10.1002/mus.26804. Epub 2020 Jan 21.

9. Nepal G, Shing YK, Yadav JK, et al. Efficacy and
safety of rituximab in autoimmune encephalitis: A meta-
analysis. Acta Neurol Scand. 2020 Nov;142(5):449-459.
DOI: 10.1111/ane.13291. Epub 2020 Jun 16.

10. Yiu EM, Shield LK, Tewierik C, et al. Rituximab for
treatment of refractory childhood chronic inflammatory
demyelinatingpolyneuropathy.ClinNeurophysiol[Internet].
2008 [cited 2024 Aug 28];119(3). Available from: https://
findanexpert.unimelb.edu.au/scholarlywork/1641064-
rituximab-for-treatment-of-refractory-childhood-chronic-
inflammatory-demyelinating-polyneuropathy

11. D’Amico A, Catteruccia M, De Benedetti F, et
al. Rituximab in a childhood-onset idiopathic refractory
chronic inflammatory demyelinating polyneuropathy.
Eur J Paediatr Neurol. 2012 May;16(3):301-3. DOI:
10.1016/j.ejpn.2011.08.002. Epub 2011 Sep 7.

12. Ware TL, Kornberg AJ, Rodriguez-Casero MV,
et al. Childhood chronic inflammatory demyelinating
polyneuropathy: an overview of 10 cases in the
modern era. J Child Neurol. 2014 Jan;29(1):43-8. DOI:
10.1177/0883073812471719. Epub 2013 Jan 29.

13. Desai J, Ramos-Platt L, Mitchell WG. Treatment

of pediatric chronic inflammatory demyelinating
polyneuropathy:  Challenges, controversies and
questions. Ann Indian Acad Neurol. 2015 Jul-

Sep;18(3):327-30. DOI: 10.4103/0972-2327.160065.

14. Stevens JAE, Llewelyn G, Hartley L. Rituximab
as an adjunct to intravenous immunoglobulin in the
treatment of chronic inflammatory demyelinating
polyradiculoneuropathy. Eur J Paediatr Neurol. 2017
Jun;21:el114.

15. De Simoni D, Ricken G, Winklehner M,
et al. Antibodies to nodal/paranodal proteins in
paediatric immune-mediated neuropathy. Neurology -
Neuroimmunology Neuroinflammation. 2020;7(4): e763-.
DOI:10.1212/NX1.0000000000000763.

16. Ko YJ, Shim YK, Kim WJ, et al. The Efficacy
and Safety of Rituximab for the Treatment of Pediatric
Autoimmune Neuroinflammatory Disorders at a Single
Center. Ann Child Neurol. 2020;28(1):30-36.

17. Godil J, Barrett MJ, Ensrud E, et al. Refractory
CIDP: Clinical characteristics, antibodies and response
to alternative treatment. J Neurol Sci. 2020 Nov
15;418:117098. DOI: 10.1016/j.jns.2020.117098. Epub
2020 Aug 15.

18. DaleRC,Brilot F, DuffyLV, etal. Utility and safety
of rituximab in pediatric autoimmune and inflammatory

CNS disease. Neurology. 2014 Jul 8;83(2):142-50.
DOI: 10.1212/WNL.0000000000000570. Epub 2014
Jun 11.

19. Nguyen AT, Cotteret C, Durrleman C, et al.
Indications and Safety of Rituximab in Pediatric
Neurology: A 10-Year Retrospective Study, Pediatric
Neurology. 2022. Vol. 137. P. 41-48. ISSN 0887-8994.
https://doi.org/10.1016/j.pediatrneurol.2022.08.004

20. Ghezzi A, Banwell B, Bar-Or A, et al
Rituximab in patients with pediatric multiple sclerosis
and other demyelinating disorders of the CNS:
Practical considerations. Multiple Sclerosis Journal.
2021;27(12):1814-1822.D01:10.1177/1352458520932798.

21. Dou X, Li D, Wu Y, et al. Efficacy and Safety
of Rituximab in Chinese Children With Refractory
Anti-NMDAR Encephalitis. Front Neurol. 2020 Dec
14;11:606923.

NHpopmauma 06 aBTopax:

Jlrobumosa Hatanba AHOpeeBHa, K.M.H., Bpay-peB-
MaToslor oTAeNeHns neanaTpum 1 MeaunLUNHCKON pea-
ounutauun ona getenn N2 1 Orey «<HMWL, um. B. A. An-
Masoa» MuHapgpasa Poccun;

MepByHuHa TaTbAHa MwuxalinoBHa, A.M.H., Bpay-ne-
anaTp, aupekTtop VIHCTuTyTa nepmnHatonorum n negna-
Tpuun, ®rey «<HMUL, vm. B. A. AnmazoBa» MunHsgpasa
Poccuu;

Ceenb KpucTtuHa ApTypoBHa, Bpay-HEBPOJSIOr aM-
OynaToOpPHO-KOHCYNbTaTUBHOIO OTAENEeHNA AnA aeTen
drey «<HMUL, nm. B. A. AnmasoBa» MuHagpasa Poccuu;
O.M.H., npodec-
cop kKadeppbl rocnutanbHon nepmatpum OGrboOY BO
CnerriMy Muxsppasa Poccun.

Koctuk Muxanmn MwuxannoBuy,

toma | Nea | 2024

327



II. NEAVNATPUA | PEDIATRICS

Authors information:

Lyubimova Natalia A., Ph.D. of Medical Sciences,
rheumatologist in pediatric department No 1, Almazov
National Medical Research Centre;

Pervunina Tatiana M., MD., professor, Pediatrician,
Director of the Institute of Perinatology and Pediatrics,
Almazov National Medical Research Centre;

Seel Kristina A., Neurologist of the Outpatient
Advisory Department for Children of the Almazov
National Medical Research Centre;

Kostik Mikhail M., professor of hospital pediatry
department of Saint Petersburg State Pediatric Medical
University.

328 | Tom4 | Ne4 | 2024



