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AHHOTALIUA

XpoHHUecKas BOCHANUTENbHAsS JeMHCIMHU3UpYIomas mnoiuHelponatus (XBJAI) — 310 penkoe
ayTOMMMYHHOE 3a00JIeBaHIe TIepU(EePHUIECKO HEPBHOH CUCTEMEL. B cTaTthe 00cykmaeTcs MpakKTHIeCKUH OIBIT
npumeHenus off label Tepammm puTykcmMaOboM B KOMIDICKCHOM JICYCHUH IAl[MCHTA C HPOTPECCHPYIOIINM
TCYCHUEM XpOHH‘IeCKOfI BOCITAJTUTEIILHOM ,I[CMHGHHHHSpr}OH.Ieﬁ HOHHHeﬁpOHaTHH. B CBA3HU C
He3(p(PEeKTUBHOCTRIO CTAaHIAPTHOW Tepamuy, OBUT PAacCMOTPEH BapHAHT JICUCHUS TE€HHO-WH)XCHEPHBIMU
npemnapatamu (puTykcumabom). [IpumeHeHHe puTykcuMmaba CIOCOOCTBOBAJIO JOCTHXKEHUIO TOJIOXKHUTEIHLHOM
JUHAMUKH U YIyYIICHUIO Ka4ecTBa KU3HU OOJIHHOTO.

ABSTRACT

Chronic inflammatory demyelinating polyneuropathy (CIDP) is a rare autoimmune disorder of the peripheral
nervous system. The article discusses the practical experience of using off label therapy with rituximab in the
complex treatment of a patient with a progressive course of chronic inflammatory demyelinating polyneuropathy.
Due to the ineffectiveness of standard therapy, the option of treatment with genetically engineered drugs
(rituximab) was considered. The use of rituximab contributed to the achievement of positive dynamics and an
improvement in the patient's quality of life.

KiaoueBble cioBa: ACMUCIIMHU3UPYIOIIAst HOHHHQﬁpOHaTHH;
MMMYHOCYIIPECCUBHAs Tepanus

Keywords: demyelinating polyneuropathy; off - lable therapy; rituximab; immunosuppressive therapy

off — lable Tepanus; purykcumao;

XpoHuyeckas BOCIIAJIUTEIIbHAS
JeMHUeTHHNU3HpYomas nonuHeponaTust (XB/IT) - ato
KIMHAYECKH TeTEpOTeHHOE, IPOTPECcCHpPYIOIIee WIIN
PEeIHUINBHPYIONIE-PEMUTTHPYIOLIEE, HMMYHO-
orocpeZioBaHHOE ~ 3abosieBaHnMe  TEepUPEPUUSCKOI
HepBHOM cuctemsl [9]. 1o qaHHBIM pa3HBIX aBTOPOB, K
XBAII otHOCATCA OKONO 5% mNoMuHEWponmaTuii B
uenom, u Oomee 20% MOMUHEWPONATHHA «HESICHOTO

reHe3a» [2]. DTruonaTtoreHes 3a00IeBaHMs 1O KOHIIA HE
BhIICHEH. [lpeamonaraor, uto Hamboyiee BepoOsTHA
MMMYHHOOTIOCpEZIOBaHHas mpupona Oomne3nu. Ilo
maaaeiM MEJI-MH®O 3a 2011 — 2015 romei, B
Poccuiickoit ®enepanuu pacnpocrpanéHHocTs XBJIIT
cocraBnsier ot 1,24 nmo 1,9 ciywas nwa 100 000
HaceneHus [6]. O6mas 3aboneBaemocts XB/III B Mupe
cocrarisiet 1-8,9/100 000 [3]. DnuaeMUOIOrHYECKHE
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ceenenust no PecrnyOnmke Kpbim  mpuBecTH He
MpPEeCTaBISIETCS BOSMOXKHBIM BBUAY UX OTCYTCTBHUS 110

JaHHOMY 3a0osieBaHuio. OmnucaHHBIE B pabote
KIIMHUYECKUM  cilydail  sBISETCS  €IUHCTBEHHBIM
3a/I0KyMEHTHPOBAHHBIM.

Hean HCCJIeI0OBAHMSA H3YYUTH
[MaTOr€HETHYECKHE,  KIMHHYECKHE  OCOOEHHOCTH,
MUarHOCTHKY, METONBI  JIEYCHUS  XPOHHUYECKOH
BOCHAJIMTEILHON JIEMUENMHU3UPYIOLIEi

MOJIMHEHponaTHH. PaccMOTpeTh KIMHUYECKUN ClTyda.

Marepuansl M MeTOABI  HMCCJICAOBAHHS.
W3ydeHue nurepaTypHbIX MCTOYHHMKOB, KIMHUYECKHX
peKOMeHAaui 1Mo Teme paboThl. PerpocrekTHBHBIN
aHaJIM3 MaTepHajioB aMOyJIaTOPHOM KapThl U UCTOPUH
oonesnn Ha Oasze I'BY3PK "KPOKJl umenu B. M.

Ederosa".
Pe3yabTatsl ucciaegoBanmii. [Tatorenes XB/IIT
CBA3aH C WMMYHOAC(UIIUTHBIM COCTOSHHEM C

BOBJICUCHHEM T-KJIETOYHOTO 3BCHA HMMYHHUTETa, C
HapyIICHHEM reMaTo-HeBPAJILHOTO 6apbepa,
sKcmpeccuei  ¢akropa Hekpoza omyxomm (DHO),
MHTEPICHKUHOB, INTOKWHOB, MHTEP(EPOHOB, a TAKXKe
C y4acTheM T'yMOpaibHOTo 3BeHa uMmmyHureta [10,11].
CyIecTBEHHYI0 POJb B Pa3BUTUU JEMHEIHMHU3ALUN
npu XB/II wurparor wmakpodard, OTCIaUBAIOIIUC
MUEJHH, YTO MPUBOAUT K ero aereHepaunuu [4,5]. s
XBJII xapakTepHbl —clelyloLMe  KIMHUYECKUE
MPOSIBJICHUS: HEBpOJIOTHYECKass  CHUMITOMAaTHKa
HapacTaeT MEIUIEHHO, YacTO B TCUCHHE HECKOJBKHX
MecAIeB, OOBYHO C CHMMETPHYHOI cmaboctn B
KOHEYHOCTSIX M yTpaThl 4dyBcTBUTENbHOCTH [l]. B
JanbHEHIIEM  NpHOOpeTaeT  MPOTPECCHPYIONIHH,
PELMIMBUPYIOIMNN WM XPOHMYECKH MOHO(]A3HBIN
Xapakrep. [pn ocMoTpe 0oOHapyXuBaeTcst
HapacTalolUi BsUIbIi CUMMETPUYHBINA TETpanapes,
OGonee  BBIpaXEHHBIH B  JUCTAJBHBIX  OTJENaX
KOHEYHOCTEH, YTO MPOSBIACTCA 3aTPyIHEHHUAMHU TIPH
xoap0e mo JsrectHuiie [8]. Xapaktepus! auddysHas
THIIOTOHUS MBIII. PaHHUM CHMITOMOM SIBIISETCS
CHIDKEHHE c MOCIIE Y IOLTHM BBITAJICHHEM
CYXOXKMJIBHBIX pediexcos. Hapymenue
YYBCTBUTEIHHOCTH TI0 TIOJIMHEBPUTHUYECKOMY THILY.
IIpu snexrponeiipomuorpapuun (DHMI) BeIBILTIOT
NPU3HAKA AECTPYKIMH MHEIMHA M AKCOHAIbHYIO
nereHeparnuro [8]. Tepamms XBJIT Gasmpyercs Ha
NPU3HAHUM  BeIylIed  IaTOreHeTHYECKOH  poJu
ayTOMMMYHHBIX MEXaHU3MOB. Joxazana
3¢ HEKTHBHOCTh KOPTUKOCTEPOUIOB, IIasMadepesa 1
BHYTPUBEHHOW wWMMyHoTepanmuu [7]. B xadectBe
IpenapaToB 2-i JTUHAA paccMaTpUBaIOTCS
IIUTOCTATUKN ¥ MOHOKJIOHAJIbHBIE aHTUTEIA.
Kunnuvecknii cayuaii. Ilanuent /., 63 ner
npoxoaui geuenue B ' BY3PK "KPOK/] umenu B. M.
EderoBa" ¢ 03.05.18 mo 24.06.19. IIpu mnepsom
NOCTYIUICHNH TIAallMEHT TIPEIbSBISLT  OKanoObl Ha
OTCYTCTBUE aKTHUBHBIX JBHXKEHHH B JHCTaJIbHBIX
OTJeNIaX BEPXHUX U HUKHUX KOHEUHOCTEH, OHEMEHUE,
AOKEHHEe W 00l B KOHEYHOCTSX A0 IUied u Oexpa
BKITIOYUTENEHO, HEBO3MOXXHOCTH CAMOCTOSITETIBHOM
X00BI (3aTpyIHEHHS IPH TOABEME T10 JIECTHHUIIE).
AmnamHe3 3a007eBaHMA: CYUTAET ce0sl OOIBHBIM C
2014 roma, xorma BIIEPBBIC, TIOCIE MPHUMECHEHHE
XUMHMYECKHX IpenapaTtoB ¢ KOCMETOJIOTMYeCKOMH

LIeNblo, TMOSIBMJIACh M CTaja HapacTaTh ciadoCTh B
HUJKHUX KOHEYHOCTsX. [lanueHT HeoIHOKpaTHO
obcnenoBacs B Pa3IMYHBIX KIJIMHUKAX.
CrnenuanucraMid MEJUIMHCKOTO ILeHTpa M3pamns
PEKOMEHJIOBaHA  MMMYHOCYIPECCHBHas  Tepamnus
PUTYKCIMaOOM  TIOCIIE  CEaHCOB  IutazMadepesa.
Bcenencteue nporpeccuBHOTO yXyZIMICHUS! COCTOSHHUSA,
pedpakTepHOCTH K KypcaM TOPMOHAIBHON TEpaIid,
Hed(QPEKTHBHOCTH BBEACHHS HMMYHOTTIOOYIIIHOB,
03.05.2018 r. marueHT OBUT HANpaBIeH Ha IIAHOBYIO
TOCTINTAIM3ALUI0 B T'EMaTOJOTHYECKOE OTICICHNE
I'bBY3PK "KPOKJ wumenu B. M. Ederora" s
MIPOBECHUS BTOPOM JIMHUM TEPANui PUTYKCUMAOOM.

OcMoTp:  cocrosiHHME  OOJIBHOTO  TsDKEJNOE
BCIIEICTBUE NPOrPECCUPYIONIEH MOJUHEUPONaTHH.
Koxa W BUIUMBIC CIM3HMCTBIE YHUCTBIEC, OOBIYHOMN
OKpacku. JlpIxaHHe BE3UKYJSIPHOE, JbIXaTEIbHBIX
mrymoB HeT. AJ] 120/80 mm.pt.ct. UCC — 82 ymaposB B
MHUHYTY.

HeBponormueckuié  ctaryc: B CO3HAHWH,
OpPHEHTHPOBAH B MecTe U BpeMeHH. OOIEeMO3TrOBBIX 1
MEHHUHTCAbHBIX ~ CHMITOMOB HeT. Hucrarm
MEJIKOpa3MaliucTeli B 00e  cropoHbl. CrabocTh
KOHBEPIEHI[MH C JBYX CTOpOH. Peup, riotaHue u
(oHauus He HapyUIeHbl. BeipaskeHHast aTpOUst MBILLI]
BEPXHHUX M HIDKHUX KOHeuHocTed. Cuija MBI B B
JHMCTaJbHBIX OTJeNaxX HIKHUX KoHeyHocTei (0 6asios,
B IPOKCUMAIBHBIX — | 6ailI; B BEpXHUX KOHEUHOCTSIX B
OUCTANbHBIX OTHENax — A0 2-Xx — 3-x Oamios.
[epudepryeckmii BBIPA)KEHHBIN TeTpanapes.
Hapymenue YYBCTBHUTEILHOCTH 1o
MIOJMHEBPUTUYECKOMY  NepuU(epHIecKOMy  THILY.
CyxoxuibHbIe peIeKchl ¢ KOHEYHOCTEH CHUKEHBI.

CorylacHO JTaHHBIM 3JIeKTpOHeHpoMuorpaduu,
IpH  HCCIIEOBAaHMM MOTOPHBIX BeTBell  o0omx
MaJI00epLOBBIX 1 000MX CpeIMHHBIX HEPBOB M — 0TBET
He MTOJIy4YeH CO BCEX MCCIIETyeMbIX HEPBOB.

IIpu mpoBemeHun OMOATBHON NYHKIMH U
MOCJEYIONIEM HCCIEJOBAaHUH JINKBOpAa OTMEYaJiCh
Cleyrolne W3MEHEHUs TMokaszareneil: Oenok 89,
rIroKo3a 82, 6e3 KIETOK.

beima mpoBezieHa cUMITOMAaTHYecKasl Teparms.
BBuny Hea(hekTHBHOCTH TOPMOHAIBHOW Teparuu U
BBEAICHUS HMMMYHOIJIOOYJIMHOB, TIallMEHTy ObuIia
moka3zana off — lable Tepanust putykcumadom. [lannas
METOAMKAa TIPUMEHEHHUs Ipermapata HMeeT psf
npeumyniecTB: 3ddekTrBHa, Oe3omacHa, XOpPOIIO
nepeHocutcs. Jlma mpoBenmeHus mepBoro  Kypca
Tepanuu Tpenapar Obul HazHadeH B go03e S00 mr B/B
KaleJIbHO pa3 B Henenmo. B mocnenyromem, depe3 6
MECSIIEB TIOCJIe MIEPBOTO Kypca, OBIII0 PEKOMEHIOBAHO
MIPOJIOJDKUTE KypC Tepanuu puTykcuMada B gose 1000
M.

Tepanust nmpoTekana 0e3 ocioxxHeHuid. [lamueHT
OoTMeYan YyJIydyllleHHe COCTOsHMs. Beimucan mnox
HaOJII0JIeHNEe HEBPOJIOTa M COCYIUCTOr0 XUpypra Io
MECTY >KUTEIIbCTBA.

BoiBoabl. XpoHHUuecKas JAEMHUEIUHU3UPYHOLIAs
MOJINHEUPONIATUsI OTHOCHUTCA K JOCTATOYHO PEIKOMH
MaTOJOTHH M €€ MaTOTeHETHYECKHEe OCOOCHHOCTH B
HACcTOsIIee  BpeMs  MOAJeXaT  JalbHeHmeMmy
n3yuenuto. [loatomy nuarHoctuka u nedenue XBJIIIT
IpeAcTaBsieT co0Ol cioxHylo 3agady. HaubGonee
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YacTO B JICYEHHH JAHHOTO 3a00JIEBaHUSI NPUMEHSIOT
npenaparsl NEpBOH JIMHUHM — KOPTHUKOCTEPOHMIBI M
uMMyHOrToOyMHBL.  OnHako,  Kak  IOKasaio
NPOBEJICHHOE HCCJIEJOBaHKUE, JaHHAas KOMOWHauus
NpenaparoB OKazajgach HEJOCTaTOYHO 3((PEKTUBHOM,
TpeOOBaJIOCH CBOSBPEMEHHOE Ha3HAUCHHUE IIPeiapaToB
BTOpO# nuHUK. [Ipumensuiaces metomuka off — lable
Tepanmuy PUTYKCHMaboM, KakK OIHOTO W3 Hamboiee
3((eKTUBHBIX T€HHO — WH)KEHEPHBIX OHMOJIOTHYECKIX
[IpenapaToB. Ilocne NIPOBEIECHHOMN Tepanuu
OTMEYAJIOCh 3HAYUTENBHOE YIIYYLICHHE COCTOSHHUS
nanuenTa. TakuM o0pa3oM, pH aieKBaTHOM JICUCHUHT
BO3MOXXHO TIOJIHO€ HHUBEJIUPOBaHHE CHMITOMOB
MOpaXXeHUs Nepupepruueckux HEPBOB U COXpaHEHUE
JUIMTEIBHON peMuccHu 3a001eBaHMs.
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