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Pe3tome. [lpencraBneH KIMHUYECKUH ClOydaidl NalMEHTKH TPYIOCIOCOOHOTO BO3pacTa C
nporpeccupyionieii MOTOpHOW  (OpMOH  XPOHHUYECKOW BOCHATUTEIBHOM JIEMHUEIMHU3UPYIOIIEH
noJuHeHponaTtuu u peakumu antutenamu IgM k GQ1b. HecMoTpst Ha mOBTOpHBIE KYpPCHl BHYTPUBEHHOTO
MMMYHOIJIOOYIMHA, COXPAHSIOTCS JAUCTAIbHBIA TeTpanapes, apediaekcus U (QpyHKIHOHAIBHBIA Ie(UIINT.
Cryyaii 7eMOHCTpPHPYET HEOOXOAMMOCTH Pa3padOTKU HOBBIX MPOTOKOJIOB JICYCHHUS.

KawueBble cia0Ba: XpoHHUYECKass BOCHAJIHMTENIbHAs JAEMUCIMHU3UPYIONIAs MOJMHEHponarus,
MotopHas (popma, antutena k GQ1b, BHyTpuBEHHBII UMMYHOTIIOOYNTNH, QYHKIIMOHATBHBIN 1e(DUITUT.

Resume. We report a case of a working-age female with progressive motor CIDP and rare
anti-GQ1b IgM antibodies. Despite repeated intravenous immunoglobulin courses, distal tetraparesis,
areflexia, and functional deficit persist. This case demonstrates the need for the development of new
treatment protocols.

Keywords: chronic inflammatory demyelinating polyneuropathy, motor form, anti-GQlb
antibodies, intravenous immunoglobulin, functional deficit.

AKTYaJIbHOCTb. XpoHuyeckas BOCIMAJIUTENIbHAS JEMUEITMHU3UPYOIIast
nonuHenponarus (XBJII) siBnsiercss oqHolt u3 Hanbosee COIMAIbHO M 3KOHOMUYECKHU
3HAQUYMMBIX TPOOJIEM COBPEMEHHOW HEBPOJOTMM M MMMYHOMNATOJIOTUM BBUIY TOrO, YTO
okojo 20-30% mnanueHTOB HE OTBEYAIOT HAa TEpanuio MEpBOM JMHUU (BHYTPUBEHHBIN
YeJI0BeYeCKH MMMyHOIT00ynuH, miazmadepes, I'KC), a 15% nanueHToB He oTBEUaroT Ha
BCE€ IIEPEUMCIICHHBIE CTPAaTEruy JIEYEHUS C Pa3BUTUEM BTOPUYHON HeoOpaTuMoun
AKCOHAJIbHOW JIETeHepalliu, KOTOpasl SIBISETCS MPUYUHON CTOWKOW WHBAIMAM3ALUU U
coxpaHeHUs! GyHKIMOHAIBHOTO JIePUIUTA.

Heab: Ha npuMepe NPEACTAaBICHHOTO KJIMHUYECKOrO CIIy4asl ONUCaTh 0COOEHHOCTH
KIIMHUKH, JUArHOCTUKH W JIEYEHUS MOTOPHOM (POpMBI XPOHUYECKOW BOCHAIUTEIHbHOU
JIEMUETMHU3UPYIOIIEH MOTMHENPONaTUH Y MAUUEHTKH C POTPECCUPYIOIINM TEYEHUEM.

3agaun:

1. Ilpoananu3upoBaTh KIMHUYECKYIO KapTHHY 3a00JIEBaHMSI C OLEHKOH CTEeNeHH
TSKECTH (PYHKIMOHAJIBHOTO JeQUIMTa M XapakTepa O4YaroBol HEBPOJOTHYECKON
CUMIITOMATHUKH.
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2. Omnucarb ONBIT NATOTCHETUYECKOTO JICYECHHS MAlUUEHTKH BHYTPUBEHHBIM
MMMYHOIJIOOYJIMHOM TPU PE3UCTEHTHOCTH K JIPYTUM METOJaM M MPOTHUBOIMOKA3aHUSIX K
IIIOKOKOPTUKOCTEPOUAAM M Iia3madepesy.

3. O6ocHOBaTh HEOOXOIUMOCTH JlalibHEIIeH pa3padoTku 3(HEKTUBHBIX MPOTOKOIOB
nedenuss XB/IIl, yunuTbiBas HEOOXOUMOCTh MOCTOSSHHOW KYypPCOBOM Tepanuu U BBICOKUU
PUCK MHBAJIMIM3AIMHU MTAlIMEHTOB TPYI0CIIOCOOHOTO BO3pacTa.

Marepuanbl " MeToAbl. IIpOBEen€H pPETPOCHNEKTUBHBIN aHAINW3  JAHHBIX
MEIUIIMHCKOM KapThl MAlMEHTKU C BEPUPUIMPOBAHHBIM JIMATHO30M MOTOPHON (OpMBI
XPOHUYECKOW BOCHAIUTEIBHOW JEMUEITVHU3UPYIONIEH IOJIMHEUPONATUN 32 TEPHUOJ
rocnutanuzamuid ¢ 22.05.2020 mo 16.02.2026, BKIHOYAKOMMN OLIEHKY KIMHUYECKHX,
7a00OpaTOPHBIX W HHCTPYMEHTAIBHBIX IOKa3aTeled, pe3yJdbTaTOB JICUCHMS, a TaKkKe
CTEMEeHU (PYHKIMOHAIBHOIO Je(UuIUTa MO CTaHIapTU3UPOBAHHBIM HEBPOJIOTHYECKUM
IKajaaM.

Pesyabrarel u ux oodcyxkaenue. [lammentka X 1980 roma pokaeHHss HA MOMEHT
rocnutanuzainuu B 'Y « MHIIL XTul» npenbspisia xano0bl Ha HApACTAIOIIYIO C1a00CTh
B KUCTSIX, CTONAX, 3aTPYIHEHUE MPU XOAKOE, ’KIryune 00JIM B JUCTAIBHBIX OTJEIaX BEPXHUX
1 HIKHUX KoHeuHocTel. B anamuesze XB/III ¢ 2018 roma ¢ 06ocTpeHUsIMHU 4acTOTOM 2 pas3a
B roj. Pe3ynpraT uccienoBaHusi JMKBOpa ObUT BBIMOJIHEH MPU MOCTAHOBKE JAMArHo3a:
BbIAIBIICHA TuUnepnporenHapxust (oOmmuii Oemok 0,56 1/71) BCaeACTBUE MOBBIIMICHUS
MPOHUIIAEMOCTH TeMaTo-TMKBOpHOro Oaprepa. Ilo pesynbrataM NPOBEAECHHOTO HaMU
HEBPOJIOTUYECKOTO OCMOTpPA Yy MAUMEHTKU BBISIBJICH JHCTAJbHBIM TETpamapes —
BBIPAKEHHBIN BEPXHUU, NETKUN HUKHUN, TUNIOTpodus u nedopmalrus KUCTEU MO TUITY
«KOTTUCTOM JIambl», OTCYTCTBHE MTYOOKUX pe(IeKCOB HA BEPXHUX U HUKHUX KOHEUHOCTSX,
HApYUICHHE YYBCTBUTEJIBHOCTH IO MOJUHEBPUTUYECKOMY THUITy B BHJE THUIIECTE3UH C
YPOBHSI HW)XXHEW TpETH TMPENIUIeYnidi W BEepXHE Tpetu rosneHer. C  MOMOIIbIO
crienmanu3upoBanHeix 1mkan (CDAS, NIS, MRCss, DN4, INCAT, I-RODS) o6suio
MOATBEPXKICHO  HallMyuMe y  MalMeHTKH  QyHKUHoHanbHOro  neduuura. I[lpu
MMMYHOJOTHUYECKOM 00cienoBanuu BeisiBlieHbl [gM+ k GQ1b, uTo yka3piBaeT Ha penkuit
CEpOJIOrMYEeCKU (PEHOMEH, HE BXOJAIINMA B CIIEKTP KIACCUYECKUX AaHTUTCHHBIX MUIIICHEH
(antu-GM1). CormnnacHO COBpPEMEHHBIM PEKOMEHJAlMsIM, TECTUPOBAaHUE HAa HaJIU4ue
AHTUTEN K Y3JIOBBIM U TapaHOJIaJIbHBIM OesikaM (BKJItouas anturena k GQ1b) HactosTensHO
pEeKOMEeHIyeTCcsl y mnanueHToB ¢ mnopo3peHueM Ha XBJIII, ocobGeHHO mpu Takux
OCOOCHHOCTSIX, KaK PE3UCTEHTHOCTh K CTAHJAPTHOM TEpamuu, OCTPOE WM MOJOCTPOE
Ha4yajo, a TAKXe NPU HAJUYUHU TPEMOPA, MO3IPKEUKOBOM ATAKCHM WIIM OYEHb BBICOKOIO
ypoBHsi Oenka B nukBope [1]. Janmnsie DHMI' ot 2026 1. BBISIBUIM OTPHULATEIBHYIO
muHaMuKy OT 2024 1. (akcoHaJdbHOE MOBPEXKIACHUE MOTOPHBIX BOJIOKOH C OJoKamu
MPOBEACHUS W TEMIOPAIbHOW AUCHEPCUENd NPU COXPAHHOCTH CEHCOPHBIX BOJIOKOH).
YuursiBass HAapaCTAONIUMK TeTpamape3 M NPOTHBOIMOKa3aHus K ucnoip3oBaHuio ['KC u
mia3madepe3a B cilydyae  MOTOpPHOM  (OpPMBI  XPOHUYECKOW  BOCHAIUTEIbHOU
JEMHUEITMHU3UPYIOMIEH TOJWHENUpONaTuy, IMAIUMEHTKE HAa3HAYeH O4YEPEeaHOM  Kypce
MaTOT€HETUYECKOTO JICUCHUS: BHYTPUBEHHBIM MMMYHOITIOOYIUH uenoBedeckuil. [lanHoe
pELICHUE MOJTHOCTHIO COMIACYETCS ¢ JEUCTBYIOIINMHU MEXAYHAPOIHBIMU PYKOBOJCTBAMH,
ONPEACISAIOIINMHA BHYTPUBEHHBIN YEJIOBEYECKHI MMMYHOIJIOOYJIUH 151
JIFOKOKOPTUKOCTEPOUBI KaK CTapTOBBIE cpeacTBa npu tTunuyHor XB/III u e€ BapuanTax.
B oTHomeHun MotopHO#l opMbl, HAOIIOJAEMON Y MPEICTABICHHON MallMEHTKH, UMEETCS
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yKa3aHUE YpOBHS «xopoilei kiaumHuyeckod mpaktuku» (Good Practice Point), cormacHo
KOTOPOMY BHYTPUBEHHBII HMMMYHOTJIIOOYIMH SIBISIETCS MPEANOYTUTENbHOW Tepanuen
nepBoi nuHUM [1]. B kpynmHOMacmTaOHOM CHCTEMaTH4eCKOM 0030pe M MeTa-aHajlu3e,
npoBefeHHOM Ramzi u coaBropamu B 2024 roay, B KOTOpBIM ObLIM BKItOYEHBI S50
KJIMHUYECKUX HMCCIEIOBAHUN ¢ OOIIMM YHCIOM IanueHTOB okono 1400 demoBek, OBLIO
MOATBEPKICHO, YTO BHYTPUBEHHBIN UMMYHOITIOOYIUH siBIsieTCsl A (PEKTUBHBIM METOIOM
WHAYKIHAH U ioaepxxkanusa pemuccuu npu XBIII [2].

B nocnennue roapl B KIMHUYECKYIO MPAKTUKY BHEIAPSIOTCS ajlbTEepPHATHUBHBIC MYyTH
BBEJICHUS HMMMYHOITIOOYJIMHOB, B YaCTHOCTH THalypOHHUJA3-(aCUIUTUPOBAHHBIN
noakoxkHeii uMmyHornmoOynud 10% (fSCIG 10%) [3]. B omnuuume or mnpemapara,
TpeOyIOIIEro BHYTPUBEHHOTO JOCTyNa U aCCOLMUPOBAHHOTO C 00Jie€ BHICOKUM PHUCKOM
AKUZHEYTPOKAIOIINX COCTOSAHHUHI (TpoMOOSMOOINIHS, OCTpasi MOYeuHasr HEAOCTATOYHOCTb,
aHauiakcus,  aCeNTUYECKU  MEHUHTUT, TE€MOJIUTHYECKas  aHeMHus, OCTpoe
nocTTpancdy3noHHOE OBPEXKIACHUE JIETKUX, neperpy3ka oobémom), fSCIG 10% BBOAUTCS
MOJIKOKHO, YTO MO3BOJISIET OCYILECTBIISTh TEPAMUIO B IOMAITHUX YCIOBUSIX, 3HAUUTEIBHO
MOBBIIIAS KAUE€CTBO U3HU MalMEHTOB. MexaHu3M JAeHCTBHS JAHHOTO Mpenapara OCHOBAH
Ha JIOKaJbHOM JEeNOJMMEpU3allUd THATYPOHOBOW KHCJIOTHI B TMOJKOKHOW KIIETYaTKe
pPEKOMOMHAHTHOM uenoBedyeckod ruamyponunazoit PH20 (rHuPH20), uyto BpemenHo
YBEIIMYMBAET MPOHUIIAEMOCTh TKaHEW isi UMMYyHONIOOynruHa G U TO3BOJSET BBOJIUTH
Oonpire OO0BEMBI pacTBOpa. 3a cuéT OoJjiee MEIJICHHOTO BCACBIBAHUS JIOCTUTAIOTCS
CcTaOuJbHbIE TUJIa3MEHHbIE KOHIeHTpanuu I[gG, 4YTO CyHIECTBEHHO CHUXAET YacTOTy
CUCTEMHBIX MOOOYHBIX A((PEKTOB MO CPABHEHUIO C BHYTPUBEHHBIM UMMYHOITIOOYIHHOM
[3]. Jis BHYTPUBEHHOTO MYTH BBEACHUS KPUTUUECKU BaXXHBIM SBISETCS CTPOroe
coONI0/IEHHE TMPOTOKOJa O€30MacHOCTU: HMH(Y3HIO CleNyeT HAauMHaTh ¢ MHUHUMAJIbHOU
ckopoctu (0,01-0,02 mu/kr/mun B mnepBble 30 MHHYT), oOecrneyumBaTh aJEKBATHYIO
TUAPATALMIO TAIUEHTa, KOHTPOJIUPOBATh AUYPE3 U YPOBEHb CHIBOPOTOYHOTO KpPeaTUHUHA,
HaOJII01aTh 32 TeMOJIMHAMUKON He MeHee 20 MUHYT MOoCJie OKOHYaHUS BBEJICHUSI ITperapara.
Pesynprars! kimroueBoro uccnenosanuss ADVANCE-CIDP 1, B xoropom 132 manuenra co
ctabunpHoit XBJ/III nonyuanu nogaepsxusatoinyto tepanuto fSCIG 10% (103a u unTepnan
COOTBETCTBOBAJIA MPEIUIECTBYIOIIEMY JIEUEHUIO BHYTPHUBEHHBIM HMMYHOIJIOOYJIMHOM),
MOKa3ajdu 3HAYMMOE CHIDKEHHE YacTOThl PEUUANBOB MO CpaBHEeHHIO ¢ muianedo (9.7%
npotuB 31.4%; p = 0.0045). AGconoTHOE CHUKEHUE pUCKa penuauBa coctaBuiio 21.8%.
BaxxHO OTMETHTBH, YTO MPHU JOJTOCPOYHOM HAONIIONEHUH B OTKPHITOM PACIIMPEHHOM
uccinenoBanuu ADVANCE-CIDP 3 (menunana naOmtonenust 33 mecsla, y OTAEIbHBIX
MaIMeHToB 70 77 MeECAIEB) 4YacToTa pPeuuaAuBOB ocTaBajach Hu3kou (10.3% cpeau
nanueHToB, panee noiaydasmux B ADVANCE-CIDP 1 nnane6o, u 15.8% cpenu tex, KTo
m3HauanbHO nonyyan fSCIG 10%). bonasmuucTBo nanueHToB (84.1%) npennounu fSCIG
10% mpeatiecTByIolIel Tepanui BHYTPUBEHHBIM UMMYHOTJIOOYJIMHOM, YTO MOAYEPKUBAET
BBICOKYIO MIPUBEPKEHHOCTh U YIOBJIETBOPEHHOCTh 3TUM METOAOM JieueHus [3].

BbiBOAbI:

1. B k1uHMYecKor KapTUHE TOMUHUPOBAIU BIPAXKEHHBIN TUCTANBHBIN TeTpamnapes ¢
MPEUMYIIECTBEHHBIM MOPAXXEHUEM BEPXHUX KOHEUHOCTEH, apequieKcus, TUIECTE3Usl IO
MOJIMHEBPUTUYECKOMY THITY, XPOHUYECKUU HeWpomaTuyeckuid O0JIeBOM CHUHAPOM, YTO
MIPUBEJIO K yTpaTe TPYIOCIOCOOHOCTH U COXPaHEHUIO (YHKIIMOHAIBHOTO Ie(pUIIUTA.
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2. OneIT NpPUMEHEHUs BHYTPUBEHHOIO HMMYHOIVIOOYJIMHAa Yy TALUUEHTKH C
PE3UCTEHTHOCTBIO K  JIpPYyrMM METOJaM JIEYEHUS W  [POTHUBOIOKA3aHUSIMU K
[JIIOKOKOPTUKOCTEpOUAaM M Iia3Madepesy  IPOAEMOHCTPUPOBAI  YaCTHUYHYIO
KJIIMHAYECKYI0 3(P(EKTUBHOCTh, HO MOATBEPAMS HEOOXOAMMOCTh MOCTOSHHOM KypCOBOM
Tepanuu IJs NOIJAEPKaHUsl TOCTUTHYTOTO pe3ysbTaTa.

3. Takum 00pa3oM, JOCTUTHYTBHIM YaCTUYHBIM KIMHUYECKUUA 3(PPEKT CIyKUT
yOeIuTENbHBIM MOATBEPKICHUEM LI€JI€CO00Pa3HOCTH MOCTOSHHOM KypCOBOW Tepanuu
BHYTPUBEHHBIM YEJIOBEYECKMM HMMYHOIIIOOYJIMHOM, 4YTO, B CBOIO O4Y€pelb, IUKTYET
HEOOXOMUMOCTh  JalibHEHIeld pa3paboTku  APPEKTUBHBIX  MPOTOKOJIOB  JICUCHUS
XPOHUYECKON BOCHAIMTENBbHON 1EMUEIIMHU3UPYIOILEH TOJIMHEUPONIaTHH.
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