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PE3IOME

XPOHMYECKAs BOCMAAUTEABHAS AEMHUEAUHMUIUPYIOLLLAS MOAMHEMPOnaTus (XBAI) — 310 reteporeHHas rpynna AM3MMMYHHbIX MOAMHENPONATHA,
XQAPAKTEPU3YIOLLIASCS MPOrPEeCCHPYIOLLIMM BOAEE 2 MECSLIEB MAU PELIMAMBUPYIOLLIMM TEHEHMEM, C IAEKTPOCOMINOAOTMIECKMMM M MATOMOPCGDOAOTMHECKUMM
MPU3HAKAMM AEMHMEAMHU3ALMM MePHPEPUIECKUX HEPBOB, C OTBETOM HA MMMYyHOTEPAnmio. CpeAn PEeAKMX ATHMMYHbIX XBAI BBIAEASIOT BOPMAHT,
QCCOLMUPOBAHHBIN C IgG4-aHTUTEAQMM K MAPAHOAQABHOMY KOMIMAEKCY: K HEMPOGDACLIMHY- 155, KOHTAKTHMHY-1 M KOHTAKTUH-QCCOLIMUMPOBAHHOMY BEAKY.
Haaunume aHTHTeA (AT) K 3TM BEAKOM YOCTO CBI3AHO C TIXKEABIM TEYEHMEM 3AOOAEBAHMS, MAOXMM OTBETOM HA TEPAMMIO TAKOKOKOPTUKOCTEPOMACGMM (TKC)
1 BHYTPUBEHHBIM YEAOBEYECKMM MMMYHOTAOBYAMHOM (BBIF). B CTATbE MPEACTABAEHO OMMCAHME PA3BUTHS Y MALMEHTA C MPEALLECTBYIOLLIEN MPOTENHYPHMEN
TIKEAOM XBAI C pEeLMAMBUPYIOLLMM TEYEHUEM, C BbIPAKEHHBIM HEBDOAOTMYECKMM AECOMLIMTOM, CAQBOCTbIO ABIXQTEABHBIX MbILLLL, MOTPEBOBABLLEMN
BCMOMOraTeAbHOM MCKYCCTBEHHOM BEHTUASLIMM AETKMX. B poLecce 06CAEAOBAHMS Y NALMEHTA ObIAQ BbISBAEHA BOAE3Hb MUHUMOAbHbIX MI3MEHEHMIM MOYEK.

KAKOHYEBBIE CAOBA: XBAIT, MOAOLMTOMNQATHS, MOAMHEMPONATHS, HEMPOGDACLIMH, KOHTAKTUH-QCCOLMMPOBAHHbIM BEAOK, BOAE3Hb MUHUMAABHbIX
M3MEHEHUH, HEQPPOTUYECKNI CUHAPOM, HOAO-NMAPAHOAOALHbIM KOMIAEKC.

KOH®PAUKT UHTEPECOB. ABTODbI 3ABASIOT OO OTCYTCTBMM MOTEHLIMAALHOTO KOHCDAMKTA MHTEPECOB.

Chronic inflammatory demyelinating polyneuropathy associated
with podocytopathy: a clinical case with literature review
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SUMMARY

Chronic imflammatory demyelinating polyneuropathy (CIPD) is a heterogenous group of disimmune polyneuropathies, characterised by progressive or
relapsing-remitting disease course, with electrophysiologically and pathomorphologically detected peripheral nerve demyelination. Immunotherapy is
considered reasonable in CIDP. CIDP associated with antibodies against nodo-paranodal proteins, namely, NF-155, CNTN 1, Contactin associated protein has
been described amongst the rare atypical CIDP subtypes. The detection of antibodies against nodo-paranodal proteins might have a predictive value for a
more severe disease course with resistance fo corficosteroid and/or IVIG treatment. Herein we report a case of severe relapsing-remitting CIDP, characterized
by respiratory muscle weakness requiring assisted ventilation, with a previous history of proteinuria, later also diagnosed with Minimal change disease (MCD).
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Brenenne
XpoHHUeCcKasl AeMUETUHU3UPYIOLIas MOJINHEHponaTHs

(XBZIT) — rereporenHast rpyIma IU3MMMYHHBIX XPOHHYECKHX

MOJIMHEHPONaTHii, XapaKTepHU3yIOIIascs IPOrpeCCUPYOIUM

GoJee 2 MecsILEB WM PELUANBUPYIOLINM TEIEHUEM, C MIEKTPO-
(hU3HOTOTMYECKUMHU M TTATOMOP(POIOTHIECKIMH ITPU3HAKAMHU

JIEMHUEIIMHU3AIUN TepH(EPHISCKIX HEPBOB, C OTBETOM Ha HMMY-
Hotepanmro [1]. XB/IIT oraocuTCs K opdpaHHBIM 3a00I€BaHUIM

¢ pacupoctpaneHHOCThI0 0,81-1,9 cayuast Ha 100 ThICSY Hace-
neHust. Cpenyl KITMHUYECKNX (DeHOTUIIOB BBIACISIOT TUITMYHYIO

XBJIT u arunmunyto (sapuantsl) XB/II. K Bapuanram XB/TT

OTHOCST MYJIBTU(OKAIBHYIO TPUOOPETEHHYIO IeMHEITMHI3UPY-
IONIYE0 CCHCOPHYIO H MOTOPHYIO Helponaruto (cuHapoM JIbio-
uca — CamHepa), CeHCOpHYFo 1 MoTopHYI0 XB/II1, dhokanbHy0

XBJII, mucranbHyo NpHOOPETEHHYIO IEMUEITNHU3UPYIOIIYI0

CHUMMETPUYHYIO Heliponatuio. BeineneHne KIMHIIecKnx (eHo-
tinoB XB/IIT uMeeT BaxkHOE 3HAYCHHUE B CBS3H C Pa3HOOOpa3ieM

KITMHHUKO-3JIEKTPO(PU3HONIOTHUECKHX XapaKTePUCTHK, IMMYHOIIA-
TOTCHE3a U, KaK CIIEJICTBUE, OTBETA Ha Pa3HbIE BU/IbI IATOTCHETH-
yeckol Teparuu [2]. Cpenu peaxux atunuyasix X B/ BeiesnstoT

BapuaHT, accounnpoBanHblil ¢ [gG4-anturenamu (IgG4-AT)
K apaHoainpHOMy KoMmiuiekcy: Heripodacimny (NF-140, NF-155,
NF-186), xontaktuny-1 (CNTN 1), KOHTaKTHH-aCCOLMUPOBAH-
Homy Oenky 1 (Casprl). B cpennem y 10% mammentos ¢ XB/TT
BBISBIIAIOT AT K mapaHoaabHBIM OejIKaM, U 3TO YacTo acCOLH-
UPOBAHO C TSHKEIIBIM TEUCHUEM 3a00JIeBaHus, ITIOXUM OTBETOM
Ha Tepanmio rmokokoprukoctepornamu (I'KC) u BHyTpruBeHHBIM
YenoBedecKkuM nMMyHorooymnHoM (BBUT) [3].

Oco0EeHHOCTBIO MPEICTABICHHOTO KIIMHUYECKOTO CITy-
yas siBisercs passurue XB/III ¢ ocTpeiM HauanoM Ha (one
MIPEIICCTBYIONIEH TPOTEMHYPUH BCIIEACTBUE OOJIC3HN MH-
HUMaJIbHBIX U3MEHEHHH TOYEeK, YTO MOXET OTpakaTh Naro-
TeHETHYECKHEe 0COOEHHOCTH KOMOPOUIHOCTH JIByX UMMYHO-
ONOCPEIOBAaHHBIX COCTOSHUIL.

Kiunnuyeckoe Ha0noneHue

Y MyX4YUHEL, 56 JIET, IpH NPOBEACHUH TPO(QUIAKTHYCCKO-
ro ocMOTpa ObLIa BBISIBIICHA H30JUPOBAaHHAS IPOTCHHYPHS,
JIOTIOJTHUTENIBHOE 00CIIeIOBaHNE HE IPOBOIIIIOCKH. Uepes 2
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SHMI Ha 12 nens ot nebota 3aboneBaHIA

= == e  JHMI Ha 23 xeHs o1 HebroTa 3a001eBaHNA

PucyHok 1. QHMI BEPXHUX 1 HMXKHUX KOHEYHOCTEM HA 12-1 1 23-11 A€Hb 3000AEBAHMSA

Moumeyarme. A. N. medianus, m. abductor pollicis brevis caeBa: yBeanyeHne AQTEHTHOCTU M-OTBETA U CHUXKEHME CKOPOCTU MPOBEAEHUS HA MPEA-
naesbe. b. N. peroneus, m. extensor digitorum brevis caesa: yBeAnyeHme AQTEHTHOCTH M-OTBETA U CHUXEHME AMMAUTYAbl M-OTBETA.

MecsIa aueHT OTMETHI pa3BUTHE 00mIel cnabocT, Ha 2-i
JIeHb MOSIBUJIOCH OHEMEHHUE B JIAJOHX; Ha 4-1 JIeHb — c1a00CTh
B IIPOKCHMAJIBHBIX OT/IeNIax MPaBoOi pyKH; Ha 7-i A€Hb — OHe-
MEHHE naybleB crorl; Ha 10-if 1eHp — HapylleHHe TOXOAKH
C 3aTpyAHEHHEM IObeMa M0 JIECTHHIIE, Pa3BUIIACh OJIBIIIKA
C 3aTPYJHEHUEM BJIOXa.

B cBs13u ¢ HapacTaHHEM CHMITOMOB (HE CMOT CaMOCTOSI-
TEIILHO OAETHCSI, UCTIBITHIBAI TPYIHOCTH IIPH IIEPEABMKCHUT
1 TTOZbEME M3 TIOJIOKEHHS CUAS, TTOSBIUIIACH OCUITIIOCTb TOJI0-
ca) Ha 11-if nenp obparuics B npueMHsIi noxoii [ICIIOIMY
um. akaj. V.11. TlaBnoBa, ObUT rOCINTAIM3UPOBAH B KIMHUKY
HEBPOJIOTUH. B HeBposornyeckom craryce Ha MOMEHT 0CMOTpa
BBISIBIICH CHH/IPOM ITOJIMHEHPONATHH, IIPEICTaBICHHBIA BbI-
Pa’KeHHBIMH JBUTATEIbHBIMHU PACCTPONHCTBAMH B BUJIE aCHUM-
METPUYHOTO POKCHMAJILHOTO TeTpanape3a co CHHKEHUEM
MBIIIEYHON CHJIBI B pyKax 1o 1 Gaua, B Horax 110 3 6ajuios,
¢ apedJexkcuel BepXHUX KOHeUHOcTer. Tarkke MMelnch pac-
CTPOICTBA HOBEPXHOCTHOM UyBCTBUTEIBLHOCTH C THIIECTE3UEH
I10 TUILY «BBICOKHX HOCKOB M Iep4aTok». [IpucyrcTBoBamn
3JIEMEHTHI Oy10apHOro CHHIpPOMA B BHJE AUCHOHHUH, OT-
CYTCTBUS IJIOTOYHBIX PEQIICKCOB.

C y4eToM CTeneHH BHIPAKEHHOCTH CUMIITOMOB 1 CKOPOCTH
Pa3BUTHS TSDKEIOTO HEBPOJIOTMUECKOTO Ie(UIUTA COCTOSTHHE
MAIMeHTa PaclieHEeHO KaK 0CTpPasi BOCTIAINTEbHAS IeMUEIIH-
HU3MpYIoIas nojauHeiponarus (cuaapom I'nitena — bappe).

Ha 12-ii nenp 3a00eBanus OblIa BRITOTHEHA 3JICKTPO-
Helipomuorpadus (OHMI') BepXHUX M HIJKHUX KOHEYHOCTEH
(puc. 1), BeIsiBIICHO MU (DY3HOE TOPAKEHUE TIPEUMYIIICCTBCHHO
JIBUTaTEIbHBIX HEPBOB JIEMUEIMHU3UPYIOLIETO XapaKkTepa
¢ MyJIBTH()OKAIBHBIM paclipeaeIeHueM IIOPKSHHUS.

Pezynomamur nabopamopruix ucciedosanuii

JlaHHBIE KIIMHUYECKOTO aHalln3a KPOBH B Ipejesax pe-
(epeHCHbIX 3HaYeHNH, B OMOXMMHYECKOM aHaJIM3€ KPOBH —
noBsitieHue KOK g0 997 E/n (Hopma <171), JIAT mo 283,8
E/n (Hopma <248) n muornodbuna no 415,4 ar/mn (Hopma
17-106). ITo naHHBIM HCCIEIOBaHUS JIUKBOPA — MOBBILIIEHHUE
ypoBHsI 6enka 10 1090 mr/n (Hopma <450), KIICTOYHBIH COCTaB
W JpyTye T0Ka3aTely B Mpeneiax HOpMaJbHBIX 3HAUCHHUH.

JlaboparopHble Mapkepsl 3a001eBaHUI COETMHUTEIBLHOMN
TKaHU (aHTHHYKJIeapHbIH pakTop, AT K sKCTparupyemMomy
HYyKJICapHOMY aHTHUT€HY) B Ipejieiax HOpMbl. BrIsBieHO
MOBBIIIEHHOE COAEPKaHUE HUPKYIUPYIOMUX UMMYHHBIX
rxomrutekcoB 110 200,0 yeir. ex. (Hopma <120). KonneHTpanus
Ig A, M, G B npenenax pedepeHTHBIX 3HadeHnid. Kpnoro-
Oymuubl, AT x Muenuny, AT Kk raHmnosugam, naparnpoTerH
B CHIBOPOTKE HEe 0OHapy»KeHbI. BrisiBieHo noBbienue Gera-2
MHUKPODIOOYJINHA B CBIBOPOTKE KPoBH 710 4,23 Mr/i (Hopma
1,42-3,21). B o0miem aHaiM3e MOYH BBISBICHO ITOBBIIICHUC
Oenka 1o 2,8 /1 (Hopma <0,015), cyTouHas mpoTeHHYpHUS
cocrasisiia 8,8 1/11 (B HopMe Oenok He onpenensercs). bemxox
Benc-JxoHca B Moue He 0OHapy»keH. Takke B aJIMKBOTE MOYH
oOHapy>KeHbI TOBBIIIEHHBIN YPOBEHb JIETKUX Karra nereit Ig
10 21,7 mr/mt (Hopma <1,85) u mambna tienedd Ig no 12,5 mr/mn
(Hopma <5,00).

C y4eToM KIMHUYECKOH KapTuHBI, TanHbix DHMI, mabo-
PaTOPHBIX UCCIEJOBAHUM JINKBOPA MALIUEHTY YCTAHOBIIEH JHa-
THO3 ToctoBepHOro cuHapoma ['nitena — bappe (CI'B) corac-
HO bpaiitonckum nuarnoctuueckum kpurepusam 2014 r. [4].
Ha 12-i1 nens 3a00a€eBaHus 110 )KU3HEHHBIM [MOKa3aHUSIM
WHULMMPOBAHA Tepanusi BEICOKOOOLEMHBIM TEPAIIEBTUUECKUM
wazmadepesom (I1D) ¢ ynaneHnuem 3a kaxpiii ceanc 3200
w1 iasmel. Ha done tpex ceancos [1® k 18-my aHIO OT Ha-
yasa 3a00J1eBaHHsI B HEBPOJIOTHYECKOM CTaTyCe y MalueHTa
OoTMeYasach BhIpasKeHHas! IIOJIOKHUTENbHAS TUHAMHKA B BUJIE
TIOJTHOTO perpecca MbIIIEYHO! c1a00cTH B KoHeYHOCTsIX. Co-
XPAHSIOCh TOJNBKO HE3HAUYUTENBHOE CHUKEHHE TOBEPXHOCTHON
YYBCTBUTEIBHOCTHU B KHCTSIX U CTOMAX.

Ha 21-i1 neHs 3aukcupoBaHa OTpUIIATEIFHAS JUHAMUKA
B BUJIE HApACTaHMsI MPOKCUMAJIBLHOTO TETpanapesa co cia-
00CTBI0 B pyKax 210 2—3 6aju1oB (HE MOT TIOHATH PYKH BBILIE
TOPHU3OHTAJILHOM JIMHNK) U B HOTaxX 110 3 0aJyIoB (3aTpynHeHne
IIPY BCTABaHUH C KPOBATH) C YXY/AIICHUEM JI0 CTETICHH TIJIETUH
B PyKax 3a CyTKH.

C ydeToM penuauBa CUMITOMOB U BEICOKUM PUCKOM
HapacTaHUs JbIXaTeJIbHOW HEIOCTATOYHOCTH (IO IIKa-
Jie IpOrHo3a JbIXaTeabHol HegocTtaTouHocTu npu CI'b
Opacmyc) [5] ObLIO IPHUHSTO pemieHne BO300HOBHUTH [1D.
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Ha 23-ii u 25-i nHu 3a6oneBanus BoimonHeH [1D ¢ ynane-
HHEeM 3a Kaxnblil ceanc 3200 mi ma3Mel Ha GoHe MPoBo-
JTUMO¥ Tepanuu cTabuau3anusi CAMITOMOB.

C y4eToM HaJIM4uus aTUIIUYHBIX YePT B HEBPOJIOTHUECKOM
cTaryce B BHJE peo0diajaHus MPOKCUMAaIbHOTO I1ape3a Haj
JUCTATIBHBIM JIJISI HCKITIOUCHUS HONTO-TTApaHOAABHBIX (hopM
OCTpPOH MOTOPHO-CEHCOPHON aKCOHAJIBLHOUW HehponaTuu
(OMCAH) u ocTpoit MOTOPHOU aKCOHAILHOW HEUPOIIaTHH
(OMAH) ¢ 6rokamu poBeicHUs Ha 24-1 ICHb BHITIONTHEHA
nosropHast OHMI BepXHUX U HHXKHUX KOHEUHOCTEH, BBISIBICHA
YMEpeHHas OTpulaTeNIbHasl AUHAMHUKA.

Ha 29-i1 nens 11 yTOUHEHHS! IPUYKH IPOTEUHYPUH MALUEHT
niepeBe/icH B He(hpoIornyeckoe oT/ieIeHHe, Oblla BBINOJIHEHa
JmarHocTuyeckasi HepoOuorcus, BHOBb 3a(MKCHPOBAHO Hapac-
TaHUE HEBPOJIOTNUECKOM CUMIITOMATUKY: CHI)KEHHE MBILIEUHON
CHJIbI B HIDKHUX KOHEYHOCTSIX MPOKCUMAIIBHO JI0 CTETICHH ILIETHH,
JcTanbHO 10 1-2 6amwioB. 110 COBOKYITHOCTH TPEX SMH30/0B
YXyJILIEHHUs] HEBPOJIOTNYECKOTO CTaTyca NaluenTa, Helpohusu-
OJIOTMUYECKUX ITPU3HAKOB T€HEPAT30BaHHOTO CEHCOMOTOPHOTO
HEBPAJIBLHOTO YPOBHS MOPAXKEHUS MEPBUYHO JEMUETUHU3UDY-
IOIIIETO XapaKTepa quarao3 ObuT HepecMoTpeH B 1monb3y XB/IIT
¢ ocTpbIM HayasioM. Ha ¢oHe oTcyTCTBHS OTBETA Ha TEpaNHIO
[1® npunsTO perieHre o MPOBEACHUH ALUEHTY MYJIbC-TEeparuu
BHYTpHBEHHbIMHU IrokokopTrkocTepounamu (I'KC) ¢ nmocneny-
IOLIUM MIEPEXOAO0M Ha MEpOpabHbIA IPUEM IPEnapaToB B JO-
3upoBKe | MI/KT Beca B TIepectere Ha NMpeaHn30510H. BrinonaeHo
3 urdy3un Metmmpenrusonona 1000 mr ¢ 29-i no 31-ii neHs
3a0oeBaHus, 03 TMHAMUKN B HEBPOJIOTHYECKOM CTaTyCe.

Ha 33-ii neHp ot ne6roTa 3a00JIeBaHuUs, C YISTOM PE3H-
creHTHOCTH K [1® u 'KC, nHuimupoBana BbICOKOO3HAS
BHYTPHUBEHHAsi UMMYHOTEpAIUs 4eJI0BEYECKUM UMMYHOTIIO-
OynuaoMm (BBUI') u3 pacuera 2 /KT B T€UEHHE IATH THEH.
Ha ¢pone BBUI HabOnromanack MOJ0OKUTEIbHAS JHHAMHKA
B BUJIE HAPACTaHUS MBIILIEYHON CHIIBI B KOHEUHOCTSX IIPOK-
CUMaJIbHO 70 2—3 0ajuIoB, IUCTaILHO 10 4—5 0aslIoB.

C 41-ro nHs BHOBB 3apUKCHpOBaHa OTpUIATEIbHAS JH-
HaMUKa B BUJE IPOTrPECCUPYIOLIET0 CHUXKEHHS MBIILIEYHOM
CHJIBI BO BCEX KOHEYHOCTSIX MTPOKCHUMAJIBHO 10 1-2 6ayuioB
Y TUCTAJBHO J0 2 0aIUIOB. YUUTHIBas pe3UCTEHTHOCTH K [1D,
I'KC, BBUI, nanueHTy peKOMeHI0BaHa Tepamnus BTOPOH
nuHuK pesucrtenTHor XBJIII.

Ha 44-ii neHp noxy4eHsl pe3ylbTaThl THCTOIOIHYECKOTO
HCCIIeIOBaHNs OMONTATa IIOYKH, COIIACHO KOTOPHIM HE BbI-
SIBIICHO NIPU3HAKOB He(pockiiepo3a, AMCTPOGHH SITUTEITHS
KaHAJIbLIEB U BOCHAIMUTENbHBIX peakuuii. OTMevaroTcs mpu-
3HaKHA MUKPOTPOMOO30B KaMUIPHBIX METENb KIIyOOYKOB
C ME3aHTHOIU3UCOM. MEeTOIOM AIIEKTPOHHON MUKPOCKOIIUH
OBLIO 3apErUCTPUPOBAHO HANYNE MOIOLUTONATHH C MaTTep-
HOM 0OJIC3HH MHHUMAITbHBIX H3MCHCHHU.

Ha 46-ii nens 3a00ieBaHysl y MallMEHTA MOSBUIACH U Ha-
yaJia IporpeccupoBarh JbIXaTelbHasi HEA0CTaTOYHOCTh Mpe-
MMYIIECTBEHHO 32 CYET CIIA00CTH JIbIXaTeNbHON MYCKYJIaTyphl
1 Bo3HMKJIA quctarus. B cBa3u ¢ Hea(h(heKTUBHOCTHIO HEWH-
Ba3WBHOU BEeHTHIAIIMOHHOM oanepxku (HUBJIIT) mepeBenex
HA BCIIOMOT'aTeNIbHYI0 UCKYCCTBEHHYIO BEHTIIALUIO JIETKHX
(MBJI) nox MeIMKaMEHTO3HOM Ceallieii, BBITOTHEHA Tpaxe-
octomusi. C y4eToM BEISBICHHS TA0OPATOPHBIX MPU3HAKOB
CHUH/IpOMa CUCTEeMHOH BocnanuTenbHoi peaknun (CCBP)

U HaJIN4us aCIUPAOHHON THEBMOHUY HHUIUMPOBAHA aHTH-
GakTepuanbHas Tepanus: MeponeneM 3 r/cyT, Bankomunus 1
r/cyt, Merponnaazon 1,5 r/cyT.

Ha 46-#1 neHb ¢ yueTom TSXKECTU COCTOSHUS NAalUeHTa
COBMECTHBIM KOHCHIIMYMOM HEBPOJIOTOB 1 HE()POJIOTOB MPH-
HSTO pelIeHHe 0 HeOOXOMMOCTH IIpoBeieHus ceanca [1D
¢ ynanenneM 2400 M rta3msl (depe3 21 geHb OT TOCIIEHEro
ceanca [1®). C yueTom OIIEHKH PHCKOB HH(EKIIMOHHBIX
OCJIO)KHEHUH U TIOTEHIMAIBHOM MOJIb3bl B OTHOIIEHUU KOH-
TPOJIS CHMIITOMOB 3a00JieBaHMs ObLIO IPHHATO pelIeHHE
00 yCHIICHNH NMMYHOCYIIPECCUBHOH Tepartiu: ¢ 47-ro 1o 49-i
JIeHb ObLIa POBE/IEHA IyJIbC-Teparis MeTHIIpeIHH30I0HOM
1000 Mr BHYTPHUBEHHO C HOCIEAYIOIIHUM NEPEX0JOM Ha Iep-
opaibHbIi puem [Ipeann3onona B go3upoBke 1 Mr/kr Beca
B TeueHue | Mecsina B paMKax Tepanuy 00J1e3HH MUHUMAIIBHBIX
usMeHeHui. [IpoBeneH HHIYKIMOHHBIN Kypc Putykcuma-
6a B mo3uposke 1000 mr Ha 47-i u 61-ii 1eHb 3a00JICBaHUS.
C 50-ro aHs k Tepanuu A06aBieH npenapar L{ukiocnopun
C TUTpalMel JO3UPOBKU MO KOHLEHTPAIUH B I1a3Me KPOBU
(100 mr/m).

K 49-my nnto nmponzounten perpecc CCBP Ha ¢one npoBo-
MO aHTHOaKTepuanbHOU Teparuu. Ha 52-i neHp Habnroma-
JIach MOJIOXKHUTENIbHAS JUHAMUKA B HEBPOJIOTMYECKOM CTaTyce:
YBEJIUYEHUE CUIIBI B IPOKCUMAJBHBIX OT/ENaX KOHEUHOCTEN
70 3 OaJIIoB, B IMCTAJIBHBIX OoT/enax 10 4 6amos. [TanueHt
cuat ¢ UBJI. Ha 58-if nenp ynanaeHa TpaxeocTOMHUYECKas
TpyOKa, BOCCTAHOBJICHO CaMOCTOSTENILHOE JIbIXaHHUE.

Ha 73-i1 neHp 3aMKCHPOBAHO MOJHOE BOCCTAHOBIICHHE
MBIIIEYHON CHIIBL, TTAIMEHT ObUT BHIIMCAH Ha aMOyJIaTOpHOE
JIeYeHHE Mo HaOJIIoIeHNEe HeBpoJiora 1 HedpoJiora ¢ peKo-
MeHpanusiMu ipuema [Ipenauzonona (1 Mr/kr Ha mpoTsKe-
Huu 1 Mecdna ¢ NocIeayoKUM NOCTENEHHBIM CHUKXEHUEM
JI0 rioziAep kuBatoleit 10361 20 Mr B cyTku) n L{ukinocnopuna
(150 mr 2 pa3a B cyTku anurensHo). [Ipu ocmorpe Ha 165-i
JIeHb 3a()MKCHPOBaH MMPAKTUYECKH MOJTHBII PErpecc CHMITOMOB.

Oobcy:xnenue

B ne6rore 3ab60s1eBaHMs CKIIAABIBAIIOCH IIPEJICTABIICHHE
o Hanmmumy y nanuenta OB/II (CI'B, nocroepHsiii mo bpaii-
TOHCKUM JUarHoCcTuyeckuM kpurepusim 2014 r.) [4], onHa-
Ko, coritacHO kputepusiM European Academy of Neurology/
Peripheral Nerve Society 2021 [2] (Ha OcHOBaHUYM HEBPO-
JIOTHYECKOTO cTaryca, HeMpo(nU3nO0I0OrHIeCKIX PU3HAKOB
TeHEepaJIn30BaHHOTO CEHCOMOTOPHOIO HEBPAIBHOIO YPOBHS
MTOpa)KEHUs! TIEPBUYHO JIEMHEITMHU3UPYIOIIETO XapakTepa),
ocjie BOSHUKHOBEHHSI TPETHETO 00OCTPEHNUS IMarHo3 nepe-
cMmotpeH B nonb3y XBIIJl ¢ ocTpeiM HavamoM.

XBJII - opdanHoe 3a0051€BaHNE C paCIPOCTPAHCHHOCTHIO
0,33 na 100000 Hacenenus [6]. [IpumepHO B 16 % cinyuaes
ne6ror XB/IT moxet 0bITh ocTpbiM [7]. CitoxxHOCTH 1H-
¢depennmansHoi nuarHoctuku XB/IIT ¢ ocTpsiM HagamoM
u OB/III 3akrogaeTcs B OTCYTCTBUM JOCTOBEPHBIX pa3nuuuil
JAHHBIX 3JIEKTPO(YHU3NOIOrHIECKUX HCCIETOBAaHUM U KITH-
HUYECKOH KapTUHBI. BEIsBIEHHE TPEX AMHU3010B YXYALICHUS
KJIIMHUYECKOM CUMIITOMATUKH B T€UEHUE MEPBBIX 8 HEeNb
3a00JIeBaHMs, HECMOTPS Ha ONTUMAJILHYIO TEPaIHIo, II03BO-
JseT cBoeBpeMeHHO 3anono3puts XBJIII ¢ ocTpsiM HauanoM
U CKOPPEKTUPOBATh TaKTHUKY JieueHus [8§].
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BAPHAHTBI XBJIII (~30%)

H/IH AT
NF140, NF155,
NF186, CNTNI1,
Casprl f

I
IgA, IgM, IsG

o

PucyHOK 2. KAMHUKO-MMMYHOAOTHUHECKME BAPUAHTbI XBAT

MpumeyarHme. DADS — AUCTOABHAS MPUOBPETEHHAS AEMNEAMHUIMPYIOLLLOS
noArHeBponaTms; MADSAM — MyABTUADOKAABHAR AEMUEANHUZMPYIOLLLOS CEHCO-
MOTOPHAR MOAMHEBPONATUA (CUHAPOM Ablonca-Camuepal); H/MH AT-aHtuteaa
K HOAQABHBIM M MAPAHOACABHBIM B6eAkam; MMM — napanpotenH; NF — Herpo-
doacumH; CNTN 1 —KoHTaKTHH-1; Caspr] — KOHTAKTMH-OCCOLMMPOBAHHDBIM 6EAOK;
AHTU-MAG AT — GHTUTEAQ K MMEAMH-ACCOLMMPOBAHHOMY TAMKOMPOTENHY.

B nuteparype onucaHbl aTUIIHYHBIC KIIMHAYECKUE (de-
Hotunsl XB/II, koTopsle MoryT Habmonarscst y 30 % ma-
nueHTOB (puc. 2). BeposTHO, HETHITUYHBIC KITUHUYCCKUE
MIPOSIBIICHUS X 0COOCHHOCTH OTBETA Ha IPOBOMMOC JICUCHHE
00yCIIOBJICHBI Pa3TUYUSIMU B TIATOTCHETHUCCKIX MEXaHU3MaX.
BBumy OTCYTCTBUS BBICOKOCIEIU(PUIHBIX CEPOTOTHICCKIX
U JEKTPOPUNOIIOTHUSCKUX MAPKEPOB cHeKTp nuddepen-
nuajbHON auarHoctuku BapuanToB XBJIII B Oonbpmeit
YaCTHU OCHOBBIBAETCSI UMEHHO Ha KIIMHUYECKOW KapTUHE.
IIpencraBieHHbIN KIMHUYECKUHN Cllydail JEMOHCTPUPYET

190

180 -
170 +
160 -+

150 +

O

140
130 .
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100 .
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TInazmadepes

BripazkeHHOCTE HEBPOJIOTHYIeCKOT0 AepHuuTa no mraxe NIS

ITynse-Tepanus MeTHnnpeHH30/I0H

% BuyrpHBeHHBIIT YenoBedeckuii HMMYHOIIOOYIHH

TedeHue arnnuaHoro Bapuanta XBJII (puc. 3) c Hapacra-
FOILIM HEBPOJOTMYECKUM AS(PHUINTOM U COIMYTCTBYIOLINM
MOpaXXEHUEM MOYEK.

JleTanbHbINA naToreHe3 U TpUrrepbl 00oux 3aboaeBaHui
OCTaIOTCA 10 KOHIIA HE U3y4YeHHBIMU. BeposTHO, B maromo-
TUYECKHI MPOIECC BOBJICUEHBI 3BEHbs KaK KJIETOUHOTO, TaK
U TymMopanbHoro ummyHutera [9, 10]. B ocHoBe natorenesa
npenmnosnaraercs TucyHKius T-TuMpOnnuTOB ¢ U30BITOY-
HOM BBIPAOOTKOM IMTOKMHOB U XEMOKHHOB ¥ BIIOCJIEACTBUH
YCHJIGHHEM IPOHUIIAEMOCTH CTEHKH KallMJUIIPOB KIy0ou-
Ka U TeMaTOHEBPAIBHOTO Oapbepa. BropsiM KOMIIOHEHTOM
raToreHesa sIBJIsIeTCs BBIpaboTKa ayTopeakTuBHBIMU DB-
TMQOIMTaMU ayTOAHTHUTE, OTHOBPEMEHHO BO3/IEHCTBYIOIIHNX
Ha OeJIKH ITapaHOATbHOTO KOMILIEKCa, MeMOpaHy OJOIIUTOB
1 KOMIIOHEHTHI 1IeJIeBOi MeMOpaHbl. OIIBIT yCIIEITHOTO IpH-
MeHeHust Putykcumaba rpu o0oux 3a00s1eBaHUAX KOCBEHHO
MOATBEPKIACT OOIMIHOCTh MATOTeHE3a IBYX HO30uorwit [11-14].

ComacHo TaHHBIM ITyOJIMKAIMH, Y TIAIMEHTOB C aTHITNYHBIM
¢enorunom XBJIT 1 oTcyTCTBHEM OTBETA Ha TEPAIUIO TIEPBOH
mmann (I'KC, BBUT u I1®) B 10% citywaes (mabn. 1) odHapy-
JKMBAIOTCS aHTUTEJA K HONAIGHBIM U IIapaHOAAJIbHBIM OeJIKaM:
HelpodacumH-140, 155 n 186 (NF-140, NF-155, NF-186),
koHTakTHH-1 (CNTN 1), KOHTaKTHH-aCCOUNUPOBaHHBIN Oe-
nok 1 (Casprl) [15]. DToT TpOIHOM KOMITIIEKC TIIMKOIIPOTEU-
HOB (puc. 4) HeoOX0oIMM JUTs OBICTPOH TIepeaadr UMITYIbCOB
10 MUEJIMHU3UPOBaHHBIM akcoHaM. Hefipodacuun-155 orHo-
CUTCS K CEMEUCTBY a[iT€3UOHHBIX MOJIEKYJ, PACIIONIOKEHHBIX
TIapaHoJANIbHO TEPMUHATIBEHBIM 3aBUTKaM MHEJIMHA B TIepeXBaTax
PanBbe 1 accOMMPOBAHHBIX C AKCOHAIBHBIMU aIN€3UOHHBIMU
monekyiaamu CNTN 1 u Casprl [16]. Ux oTcyTcTBUE BEaeT
K I€30pTaHU3alMU KaJHueBbIX KaHAJIOB, OTCIONKE MUEIINHA
B 00JICTH IEPEXBATOB M, CIIEIOBATENBHO, K CHIKEHHIO CKOPOCTH

2 % Putyrcnmat 1000 mr

10 Muxnocnopun u Ipeanusonon
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PUCYHOK 3. AMHOMMKO HEBPOAOTUHECKOTO AECPULLUTA HO CDOHE PA3AMYHBIX BOPUAHTOB UMMYHOMOAYAMPYIOLLLEHN TEPANMM

MeanumHCKkMIM aAdpaBmT Ne 33 /2024. HEBPOAOTUS U MCUXMATPUSA (4)

e-mail: medalfavit@mail.ru



Tabamua 1

XapakTepucTuka nauneHToB ¢ XBAI ¢ pasAm4HbIMM BapuaHTAmmn AT K 6eAKaM HOAO-NAPAHOAAQAbHOM o6AacTy [19]

XapakTepuCTUKA rpynnbl

OTBeT Ha Tepanuio

BapuanT YacToTa BospacTt
N/MHAT  BCTpeyaemocTu*  AeGlota cheHoTHR KAIOHEBbIE MPU3HAKM AKC rKC BBMF N PIX
Pr4 ncesaoaretos
NF-155 5-10% 15-25 DADS 1 6EAKQ B AMKBOPE AemmeamHmzaums ULHC 4 4/P 4 (0]
CNTNT 1-5% 50-60 MOTOpPHBIM C OCTPbIM PaHHEE OKCOHOABHOE Hedbpotmyeckui 4 4/P y o
HOYOAOM MOBPEXAEHWE CUMHAPOM
Casprl <1% 30-40 ES[RAETIE) A, Henponatmnieckas 60Ab - 4 P 4/0 O

BO3MOXHO OCTPOE HA4YOAO

Mpumeyarue. DADS — AUCTAABHOS MPUOBPETEHHAR AEMUEANHMBUPYIOLLLOA NOAMHEBPONATKA; PIY — pACCTPOMCTBA TAYOOKOM 4yBCTBUTEABHOCTH;
Y — yacTniHbIM; P — pe3ncteHTHoCTb; O — onTUMAAbHBIN; NF-155 — Hempodbacumh-155; CNTN T — KOHTAKTUH-1; Caspr] — KOHTAKTMH-OCCOLMUPOBAHHDIN
Benok; * — cpean BapraHTos XBA; H/TH AT — QHTUTEAQ K HOACABHBIM W MAPAHOACAbHBIM BeAKam; AKC — aCCOLIMMPOBAHHBIE KAUHMYECKME COCTOAHMS;
TKC — rAloOKOKOPTUKOCTEPOUAbI; BBU — BHYTPUBEHHbIN YEAOBEYECKMIM MMMYHOTAODYAUH; NP — BICOKOOBBEMHbIM TEPANEBTUECKMI NACIMACDEPES;

PTX — Putykcrmab.

nepea4u umiyineca [17]. BBuny oTndns nMMyHoIaroresesa
U, CIIe0BATENIbHO, KIIMHUYECKOTO ()eHOTHIIA M OTBETA Ha Te-
paruio HEKOTOPBIE aBTOPBI CUMTAIOT aKTyalbHBIM BBIIEICHHUE
MOJIMHENpONaTHii, aCCOLUUPOBAHHBIX C AHTUTEJIAMHU K HO-
JIATFHBIM ¥ TTApaHOIAIBHBIM OeiikaMm, B oTnenbHy 0 oT XBJIIT
HO30JIOTHYECKYI0 €AMHHIly — Holo-TapaHofonaruu [16, 18].

BrlmenepeunciieHHble KIIMHUYECKHE 0COOEHHOCTH Te-
YeHHs 3a00JIeBaHus, HAJIMYHUE B Je0I0Te MOpaKEHUS IOUEK
MO3BOJIUIIY 3al0A03PUTh B JAHHOM KIMHUYECKOM CIIy4ae
XBAII, acconuupoBannyto ¢ anturenamu [gG4 x napaHo-
nansHOMY Komiuiekey (BepostHo, CNTN 1). JTaboparopHas
JIUArHOCTHKA JJIS BBIABJICHUS 3TUX aHTUTeN [12, 20] Heno-
ctynHa B Poccuiickoil @enepanun. OTCyTCTBHE BO3MOMXKHO-
CTU MOATBEPKJIECHUS AUAarHO3a 3aTPYIHAET CBOEBPEMEHHOE
Ha3HaYeHHE HEOOXOAUMON MMaToreHeTHYeCKO Tepanun
Y BIMSET HA IIPOTHO3 3a00JIeBaHUs Y HHIAUBHUIYAJIBHBIX
manuenToB [21, 22].

B cBs13u ¢ nporpeccupoBaHuEM HEBPOJIOTHUECKOTO
JneduuunTa n KU3HEYTpOXKAIOIIUM 000CTPEHUEM, a TAK)Ke
orcyTcTBUEM 3 dekTa oT Tepannu XBJII nepBoit tnHuN
BBIIIOJTHEH WHIAYKIIMOHHBIA Kypc aHTH-B-kinerouHoi Tepa-
nuu (Purykcnmad) [23]. C yuetom orcyTeTBus addexra
ot nynsc-Tepanuu I'KC B 0THOIIEHNH BBIPa’KEHHOCTHU He-
(hpoTHUECKOTO CHHIPOMA KOHCHIIMYMOM HE(POIOTrOB MHHIIHU-
MpOBaHa MMaToreHeTH4YecKas Tepanus 00Je3HN MUHUMAJIBHBIX
W3MEHEHUI BTOPOH JINHUY UHTHOUTOPOM KaJlbIIMHEBPUHA
(LluxiocropuH) B COYETaHNUHU C MOJAEPIKUBAIOIIEH 10301
I'KC [24]. Yepe3 mecsl OT cTapTa KOMILUIEKCHON Tepamnuu
OBUT JOCTUTHYT NPAaKTHYECKH MOIHBIA perpecc HEBPOJIOTH-
YEeCKOTo Je(UInTa U NPOTEHHYPHH.

3akiniouenune

Knununueckast kapTrHa 3a00JICBaHUs, ONMCAHHAS Y MALH-
eHTa, Haubosee coorBeTcTBYeT nposiBienusiMm XB/I1 ¢ AT
K MapaHoAalbHOMY KoMIuiekcy. OTCyTCTBHE BO3MOXKHOCTHU
BBITIOJTHEHHMS! [TOATBEPIKIAIOIIIX JJA0OPATOPHBIX TECTOB HE T10-
3BOJIMJIO YCTAHOBUTH JOCTOBEPHBIN THUArHO3 U CBOEBPEMEHHO
HayaTh ONTUMAJBHYIO IATOTeHETUYECKYIO Tepanuto. B onucan-
HOM KJIMHHYECKOM CITy4ae TOJIbKO NPUMEHEHHE KOMOWHAINN
Putykcumaba, L{ukiocroprHa 1 TIIFOKOKOPTHKOCTEPOUIOB
TIPUBEJIO K JOCTHXEHHIO KIIMHUKO-JIA00paTOPHOH PEMUCCHH.
Ha ¢one omoxxennoro crapra 3)peKTHBHON Tepariy 3HaYNMO
BO3PACTAIOT PUCKH TSKEJIOr0 HEOOpPaTUMOTro HEBPOJIOTHYe-
ckoro pedunmra. [Ipu Hanmuny arunuaaeix gept XB/IT He-

.

]
'
]
p ] kY ~
'
1 b

- . L T
~Oxcranapanon | Tlapanon °,  Tlepexsar Panpbe~~ _
L4 ' A -

Caspr2

CNTN/Caspr

PUCYHOK 4. MOAEKYASPHOE CTPOEHME HOAO-MAPAHOACABHOM OBAQCTH [16]

Moumeyarme. Tagl — AKCOHAAbHbIM TAMKONPOTENH; CNTN — KOHTAKTUH;
Caspr — KOHTAKTMH-ACCOLMMPOBAHHbLINM 6eAok; NF-155 — Hemnpodbac-
LUMH-155; NF-186 — HempodbacumH-186; KV — MOTEHLIMAA-30BUCHUMbIN
KQAMEBBIM KAHAA; NV — BOABTAXK-3CBUCUMbIM HATPUEBbIM KAHAA; G — TAM-
omeanH; GM1 - ranranosma GMI.

00X0/IMM TIOHCK aCCOLIMMPOBAHHBIX IMMYHOOIIOCPEIO0BAHHBIX
MIPOLIECCOB ISl CBOEBPEMEHHOTO ()OPMHUPOBAHUS BEPHOU
TepaneBTUYECKOH CTpaTeruu.
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OnpepeneHve ypoBHS NMOJIOBbIX FTOPMOHOB

Y nauyneHToB C MUIrpeHLbLIO

X.M. Xaaumosa', H.C. Pawmaosa’, b. H. XoamypaTosa', 3.C. Ara6ekoBa?,

M. A. Aaxunesad, K.b. MaHbIweBa?®

! TOLLIKEHTCKON MEAMLIMHCKAA OKAAEMMUS, T. TOLLIKEHT, Y36EeKMCTOH
2TBY PA «[OpOACKAS KAMHMYECKAS BOAbHMLLAY, T. Maxa4kaAada, AarecTaH, Poccus
3 PreQyY BO «ACreCTaHCKMIM FTOCYAQPRCTBEHHbIM MEAMLIMHCKMIM YHMBEPCUTETY MMH3ARCBO Poccuu,

r. Maxaykaada, AarectaH, Poccums

PE3IOME

AKTYAAbHOCTb. [1epBU4YHbIE TOAOBHbIE BOAM HA CETOAHSALLHMMA A€Hb SBASIOTCS OAHMM M3 HaMbBoAee PACMIPOCTPAHEHHbIX HEBPOAOMMYECKUX
3000AEBAHMII, M POAb MOAOBBIX TOPMOHOB B MX BO3HMKHOBEHUM AOKA3QHA.
LleAb UCCAEAOBAHMSA — 13Y4MTb YOOBHM MOAOBbLIX TOPMOHOB {BCTPOAMO/\O n TeCTOCTepOHO) B KPPOBU MAUMEHTOB MpPK PA3SAUYHBIX KAMHMYECKMX

QPOPMAX MUTPEHM B MEPUOA NMPUCTYNA U BHE €rO.

MaTepunanbl n meToabl. B iccaeaoBaHme BOLLIAO 60 MALUMEHTOB B BO3PACTE 18-45 A€T C MUIPEHBIO, KOTOPbIE COCTABUAM OCHOBHYIO TPYY.
AMQArHO3 KAXXKAOMY MALMEHTY OCHOBHOM rpyrmbl OblA YCTAHOBAEH B COOTBETCTBMM C MEXAYHAPOAHOM KAQCCHUCDUMKALIMEN TOAOBHOM BOAM
TpeTbero nepecmorpa (MKIB-3). Fpyrmy KOHTPOAS COCTABMAM 15 MPAKTUYECKM 3A0POBbIX AWLL, COMOCTABUMBIX MO BO3PACTY C OCHOBHOM rPYMnowH,

MeanumHCKkMIM aAdpaBmT Ne 33 /2024. HEBPOAOTUS U MCUXMATPUSA (4)
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