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Peslome

BsepeHue. B cBs3u ¢ pa3HOOOpPa3ueM KAMHUKO-3AeKTPO(MPU3NOANOTHYECKUX (PEHOTUIIOB XPOHNUUYECKON BOCIIAAUTEABHOM
AeMUeANHU3upylonied noanHeBponatuu (XBATIT) 1 BapraObeAbHOCTBHIO UX OTBETa Ha TaTOTeHeTUIeCKYIO TePAaIuio, BEPOSITHO,
CYyLIeCTBYIOT Pa3AUYUsI B UMMYHOIIaTOAOTMYECKUX MeXaHNU3MaxX IPHU Pa3HbIX popMax 3a00AeBaHUsA. AKTYaAbHOU SIBASIETCS
3aAa4a NOMCKAa KAIOUEBBIX AAOOPAaTOPHBIX ¥ MHCTPYMEHTAABHBIX OCOOEHHOCTEU PA3ANYHBIX KAMHUKO-IIAaTOreHEeTUIEeCKUX
BapuaHTOB cnekTpa XBATT.

IleAapr — CpaBHUTH AQHHBIE AAOOPATOPHBIX @aHAAM30B CBIBOPOTKU KPOBH, [€peOPOCITUHAABHOU JKUAKOCTH U AA@HHBIX UH-
CTPYMEHTAABHBIX UCCAEAOBAHUM IpU TUNUYHOU XBATIT 1 ee BapuaHTax.

MeTOABI 1 MaTepHaAbl. B peTpOCIIeKTUBHO-IIPOCIIEKTUBHOM HMCCAEAOBAHUM NIPOAHAAU3NPOBAHbl KAMHUYECKHE, Aa00-
paToOpHEBIe, HHCTPyMEHTAaAbHBIE A@HHBIE 158 IMaliieHTOB C AMarHO30M AOCTOBepHOM XBAIT, cooTBeTCTByIONEM KPUTEPUSIM
European Federation of Neurological Societies/Peripheral Nervous System (EAN/PNS) 2021, pa3peAeHHBIX Ha TPYHITY
TunuuHor XBATIT u ee BapuaHTOB.

Pe3yabTaThbl. AHTUTEAA K TARHTAMO3UAAM M CYyAB(PATUAAM Hallle BCETO BBIABASIAUCH Y ITIAIJUEHTOB C CECHCOPHBIM BAPUAHTOM
XBAIT — B46,2% (12/26) caryuaeB. [TapanipoTenH B CLIBOPOTKE KPOBH BEIIBACH Y 27,2 % (36/132) maruenTtos ¢ XBATT, mpuueMm
CpeAM HUX 3HQUUTEABHYIO YaCTh COCTaBASIAU OOABHBIE C CEHCOPHBIM BapuaHToM — 33 % (12/36). [1pu anaAuse CTPyKTypHhI
KAMHMYECKUX (PeHOTUIIOB CPeAM MAllMeHTOB, IIPOIIEAIINX CKPUHUHI Ha HaAWudHMe I1apanpoTerHa (n= 132), npeobaraparu
OOABHEIE C AUCTAABHBIM BapuaHToM — 40 % (8/20) cayuaeB. Hauboaee BHICOKUE ITOKa3aTeArd OeAKa B IlepeOpOoCIuHAABHOM
skupKocTH (LJCOK) oTMeueHEl y TAaITUEHTOB C Ae0I0TOM 3a00AeBaHUs B Bo3pacTe 15 — 29 AeT (Kpurepuii Kpackenaa — Yoanuca,
p=0,028), a Tak)Ke y OOABHBIX C PEIIUAMBUPYIOIIIUM TUIIOM TeUYeHUS U OCTPhIM HayaroM (Xu-KBaapar I'Mupcona, p=0,01).
AOCTOBEPHBIX pa3ANUYNY 10 ypoBHIO O6eaka B LICOK meskay rpynno Tunuunort XBATIT i ee BapraHTOB He BEIIBAEHO. [TaTo-
AorudecKUe naTrepHbl oAurokroHaabHOro IgG B LICOK BeIsBAeHBL Y 21,7 % (20/92) nanneHToOB, IpHUYeM 3HAQUYUTEABHO Jallle
y narmeHToB ¢ Bapuantamu XBATIT — 60,0 % (12/20) caydaes. [To paHHBIM daeKTpoHerpoMmuorpadpuu (OHMI') yBeanuenne
AUCTAaABHOM AQTEHTHOCTHU 11O N. tibialis AOCTOBEpPHO Uallle perucTpupoOBaAOCH Y ITAIIMEHTOB ¢ TUIUYHOM XBAIT 10 cpaBHEHUIO
c BapuaHTaMu (26,5 % npoTus 7,3 % cooTBeTCTBeHHO; XU-KBaApaT [Tupcona, p=0,0019). I'Tpu aHarn3e COBOKYIIHBIX ITIOKa-
3aTeAel (X mokasaTeAel) 110 n. tibialis Tak>Ke BeIgBAeHA OOAee BBICOKAA 4YaCTOTa IIaTOAOTMYECKUX U3MEeHEeHUN y IaljueHTOB
c tTunmunount XBAIT (61,2 % npotus 35,8 %; Xu-kBaapart [ Tupcona, p=0,0033). ¥ nanueHTOB ¢ MOTOPHBIM BapuauToM XBATT
HaKOIAeHHe KOHTPACTHOIO IIpernapara KOpellkaMi U CIMHHOMO3IOBBIMU HepBaMH IO AQHHBLIM MarHUTHO-Pe30HAHCHOM
Tomorpaduu (MPT) BEISIBASIAOCE B 57,2 % (4/7) cAydaeB, 4TO AOCTOBEPHO dallle, YeM IIPU APYTUX BapHaHTaX 3a00AeBaHUS
(xputeputt Gumepa — Opumana — XoaToHa, p =0,006).

3aKalouyeHue. B coBpeMeHHEBIX peaarsax Aa0opaTopHasi U UHCTPyYMeHTaAbHasi AMAarHOCTHUKaA y HanueHToB ¢ XBATT urpaet
Ba>KHYIO POABL B UCKAIOUEHHUH aAbTePHATHUBHBIX IPUYUH ITOAMHEHpONaTUui. BEITBA€HHBIE OCOOEHHOCTH Aa00PATOPHBIX U
MHCTPYMEHTAABHBIX UCCAEAOBAHUN IIPU PA3AUYHBIX BapuaHTax XBATIT MoOryT urpats Ba’JKHYIO POAB HE TOABKO B IIOCTAHOBKE
AMarHo3a, HO U B BBIOOPE ONTHMAaAbHOU IIaTOTeHeTUYeCKOM Tepalnu.

KharodeBble CAOBA: XPOHUYECKAST BOCIIAAUTEABHAST ACMUEANHU3UPYIOIIasi IOANHEHMPOIIaTHsI, TIapallpoOTenH, aHTUTeAa K
TaHTAMO3UAAM, aHTUTeAA K CyAbdaTUAAM, aHTUHYKAeapHBIN (paKTop, CBOOOAHBIE Kalllla ¥ AIMOAQ IleI UMMYHOTAOOYAUHOB,
epeOpOoCIUHAABHAS JKUAKOCTb, OAMTOKAOHAABHEIN IgG, aAaeKTpoHelipoMuorpadus, AUCTaAbHAs A@TeHTHOCTh, MarHuTHO-
pe3oHaHCcHasA Tomorpadus

Ans nutuposanus: Kymuup f. B., Be3dpopunckux A. 1., Kyaarus I'l. A, Byorosa E. B., Toroaas H. A. AabopaTopHas ¥ UHCTPyMeH-
TaAbHasl AMarHOCTHKA XPOHUUECKOU BOCTIAAUTEABHOU AeMUEANHU3UPYIOIel IOAMHEBPOIIaTHH: aHaAu3 158 caydaeB. Yuenble 3anucku
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Summary

Introduction. Given the diversity of clinical and electrophysiological phenotypes of chronic inflammatory demyelinating
polyneuropathy (CIDP) and the variability of their response to disease-modifying therapy, immunopathological mechanisms
likely differ across disease forms. Identifying key laboratory and instrumental features of various clinical and pathogenetic
variants within the CIDP spectrum remains an important unmet need.

The objective was to compare serum and cerebrospinal fluid (CSF) laboratory findings and instrumental study results in
typical CIDP and its variants.

Methods and materials. This retrospective-prospective study analyzed clinical, laboratory, and instrumental data from
158 patients with definite CIDP meeting the 2021 European Academy of Neurology/Peripheral Nerve Society (EAN/PNS)
criteria, stratified into typical CIDP and CIDP variants.

Results. Anti-ganglioside and anti-sulfatide antibodies were most frequently detected in the sensory CIDP variant, in
46.2% (12/26) of cases. Serum paraprotein was identified in 27.2 % (36/132) of patients; among these, a substantial proportion
had the sensory variant — 33 % (12/36). When analyzing the structure of clinical phenotypes among patients screened for
the presence of paraprotein (n=132), patients with the distal variant prevailed — 40% (8/20) of cases. The highest protein
levels in the cerebrospinal fluid (CSF) were observed in patients with disease onset at the age of 15-29 years (Kruskal — Wallis
test, p=0.028), as well as in patients with a relapsing type of course and acute onset (Pearson's Chi-Square Test, p=0.01).
No significant differences in CSF protein levels were found between typical CIDP and CIDP variants. Abnormal CSF oligo-
clonal IgG patterns were detected in 21.7 % (20/92) of patients and were observed significantly more often in CIDP variants,
comprising 60.0 % (12/20) of such cases. According to electroneuromyography (ENMG) data, an increase in distal latency
according to n. tibialis was significantly more often recorded in patients with typical CIDP compared with the variants (26.5%
vs 7.3%, respectively; Pearson's Chi-Square Test, p=0.0019). The analysis of cumulative indicators (X indicators) for n. tibialis
alsorevealed a higher frequency of pathological changes in patients with typical CIDP (61.2% vs 35.8%; Pearson's Chi-Square
Test, p=0.0033). On magnetic resonance imaging (MRI), accumulation of contrast agent by nerve roots and cerebrospinal
nerves was detected in 57.2 % (4/7) of patients with motor CIDP variant, which was significantly more often than in other
disease variants (Fisher — Freeman — Halton test, p=0.006).

Conclusion. In contemporary practice, laboratory and instrumental diagnostics in CIDP patients plays a critical role in
excluding alternative causes of polyneuropathy. The identified laboratory and instrumental features across CIDP variants
may be important not only for diagnosis but also for selecting optimal pathogenetic therapy.

Keywords: chronic inflammatory demyelinating polyneuropathy, paraprotein, anti-ganglioside antibodies, anti-sulfatide
antibodies, antinuclear factor, serum free kappa and lambda light chains, cerebrospinal fluid, oligoclonal IgG bands,
electroneuromyography, distal latency, magnetic resonance imaging
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BBEJAEHHE

B cBsa3u ¢ pa3zHOOOpa3ueM KAMHUKO-IAeKTPOPU3UNO-

carbHBIe AabopaTopHble kKpuTepuu XBAIT He ompe-
MEAEHEBL, @ Pe3YAbTATHI MCCAEAOBAHUM Pa3pO3HEHHEI

AOTHYEeCKUX (PeHOTUIIOB U BapHabeAbHOCTHIO OTBeTa
Ha Tepaluio y HallieHTOB C XPOHNYECKON BOCIAaAU-
TEABHOU AEMUEAMHU3UPYIOIIel NMOAMHEeBpOIaTHeNn
(XBAIT) MOXHO IPEAIIOAOKUTH, YTO CYIIECTBYIOT
pa3AnYus B IIaTOTeHe3e U, B YaCTHOCTH, B UMMYHO-
TIATOAOTUYECKMX MeXaHW3MaX IIPYU pa3HbIX hopmMax
3aboneBaHug [1 —3]. [To A@aHHBIM CcaMOTr'0 KPYIIHOTO
UCCAEAOBAHUS IO AAOOPATOPHBIM ITOKA3aTEASIM TIPU
XBAITA. Abraham et al. (2016) na Beibopke u3 79 na-
IMeHTOB A0 91 % CAydaeB COIPOBOKAAAMCE HeCIIeIU-
drueckuMU AaOOPATOPHBIMU OTKAOHEHUAMU: Y 36 %
OBIA BBIIBACH IAPANIPOTENH, ¥ 11 % aHTUHYKAeapHBIHI
dakTop (AH®D), y 11 % noBellIeHre TUPEOTPOIIHOTO
ropmoHa (TTT) [4]. Ao HacTos1Iero BpeMeH! YHUBEP-
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U npoTuBopeumBhl [5—7]. [Touck 1 BarupaIus Aa-
OopaTOpHBIX OMOMApPKEPOB MOJKET CIIOCOOCTBOBATH
YAYYIIEHNIO CBOEBPEMEHHOMN U TOYHOM AUAarHOCTUKHU
XBA[IT, a Tak)Ke IPpOTrHO3UPOBAHMIO TeueHMs 3a00Ae-
BaHUSA U OITUMM3AINU Tepalni.

KAroueBBIM MHCTPYMEHTAABHBIM MeTOAOM, He-
OOXOAVMMBIM AASI TIOCTaHOBKU AmarHosa XBAIT B
COOTBeTCTBUM C KpuTepusamu European Federation
of Neurological Societies/Peripheral Nervous Sys-
tem (EAN/PNS), saBAsieTCS 3AeKTPOHEWPOMUOTpa-
dusa (OHMI') [8]. CorracHO A@HHBEIM pSIAQ @BTOPOB,
pa3AnuYHBIE KAMHHYeCcKUe BapuaHThl XBAIT MoryT
OTAMYATHCI 10 CBOUM 3AEKTPO(PU3NOAOTHUECKUM
xapakTepucTtukam [9, 10].
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AOTIOAHUTEABHBIE HWHCTPYMEHTAAbHBIE METOABI
UCCAEAOBaHUS, TaKWe KaK MarHUTHO-pe30HaHCHasd
ToMmorpacpus (MPT) KOpellikoB 1 CIIAeTeHU Y, He0OXO0-
AUMBI A TIOATBEPFKAEHUS AarHO3a B CAYUYasiX, KOTAQ
OTCYTCTBYeT IIOAHOE COOTBeTCTBUE KpuTtepusim EAN/
PNS 2021 r. Opnako poab MPT B panarHoctuke XBATT
MO KOHIIa ocTaeTcs HesscHOM [11].

MeTop 6MOIICUY JKUPOBOM KAETYATKU B TOM YUCAE
nepepHelr OpPIOUTHOW CTEHKU SBASIETCS KAIOUEBBIM
UHCTPYMEHTAABHBIM METOAOM AU PepeHIIUarbHO-
ro puarHosa XBAITu AL-aMUAOHMA03a, OCOOEHHO TP
HaAWYMU CONIYTCTBYIOIIEeN NapanpoTenHemMud |3, 12].

PazamyHBIe METOABI MHCTPYMEHTAABHOM AWar-
HOCTUKH B COYETAaHUU C AaDOPATOPHBIMU AQHHBIMU
MOTYT UTPaTh 3HAUYUMYIO POAb B BBIIBAEHUM IIaTO-
reHeTU4YeCKUX BapuaHTOB crekTpa XBAIT [13—15].
JAarbHellIee U3y4yeHre 3aKOHOMEPHOCTEU 3TUX OT-
KAOHEHMU € yueToM rereporeHHoct XBAITu orpanu-
YEHHOCTHU CBEAEHUN O TaTOTeHeTUIeCKUX Pa3AUIMIX
SIBASIETCS Ba)KHOM HepellleHHOM 3apauelt [8].

ITerpr — cpaBHUTH AAHHBIE AAOOPATOPHBIX aHAAU-
30B CBIBOPOTKU KPOBH, II€peOPOCHUHAABHON >KHUA-
KOCTH, @ TaK)Ke PEe3yAbTaThl WHCTPYMEHTAABHBIX
METOAOB AMATHOCTHKM npu TunudHou XBAIT u ee
BapUaHTax.

METO/Jbl U MATEPHAIJIbI

B peTpocnieKTUBHO-IIPOCIEKTUBHOE UCCAEAOBAHIE
OBIAU BKAIOUEHHI 158 manueHTOB ¢ AMAarHO30M AOCTO-
BepHoU XBATI, ycTaHOBAEHHBIM B COOTBETCTBUU C
kputepusamu EAN/PNS 2021 r. [2].

BospacT Hauara 3aboAreBaHMg BapbUpoBaa oT 13
DO 77 AeT (MepuaHa — 56 AeT). Bcem mariueHTaM BBI-
TIOAHSAOCH KOMIIAEKCHOe OOCAeAOBaHUE B IIEPUOA
TOCTIUTAAU3AIMA B HEBPOAOTHMUYECKOE OTAEAeHUe
Ne 1 TICTIOI'MY um. U. IT. TTaBAoBa B tepuop, 2020 —
2024 rr. DopMupoBaHUe IEPBUYHBIX KOTOPT 0OCAEAO-
BAQHHBIX BKAIOYAAO BBIAEAEHUE I'PYIIILI C TUITUYHBIM
denotunom XBA[IT (cuMMeTpruYHasg CeHCOMOTOPHAS
TIOAMHEMNPOIIaTUS C IPOKCUMAABHBIM U AUCTaABHBIM
opa’keHueM), a TaK>Ke IPYIIILI C aTUINYHBIMU BapU-
anTamMu XBATT: AuCTaAbHBIY CUMMETPUYHBIY BapuaHT
(A), cuappoM Avtouca — Camuepa (CAC), npeumy-
LIeCTBEHHO MOTOPHBIN (M) U IIpenMyII[eCTBEHHO CeH-
copublii (C) BapruaHTHL [ IpOBOAUAOCE CpaBHEHME KAU-
HUKO-AeMOorpadUueCKUX IoKa3aTeAel U pe3yABTaTOB
AA00pPATOPHBIX U UHCTPYMEHTAABHBIX UCCAEAOBAHUN
Me>KAy rpynnaMu. AabopaTOpHBIE UCCAEAOBAHUS CHI-
BOPOTKU KPOBU U I€peOPOCINHAABHON XKUAKOCTU
(LICOK) BBITOAHSIAUCH HA Oa3e AabOpaTOPUM AUATHO-
CTUKHM @yTOMMMYHHBIX 3a00A€BaHUH U IIeHTPaAbHOMN
KAUHUKO-AUArHOCTH4YeCcKoM Aabopatopum IICII6-
I'MY. B CBIBOPOTKE KPOBU OIPEAEASIAU YPOBEHb
doAneBOU KUCAOTHI, BUuTamMmuHa B12, TTT, TAtoKO3BI
CTAHAQPTHBIMU MeToAaMHU. Haauune mapampoTenHa
OIIPEAEASIAU METOAOM UMMYHOMUKCAIIUN C UMMYHO-
TUNIMPOBAHNUEM, Y YaCTH NAllUeHTOB — C TUIIUPOBa-
HIEeM KAaacCa MOHOKAOHAABHOT'O MMMYHOTAOOYAWHA U
Tuna Aerkux nemneii. AH® BBIIBASIAT METOAOM HEIIPSi-

MOM UMMYHOMAIOOPECIIEHIINY Ha KAETOYHOU AUHUU
HEp-2. CrnekTp anTuTeA K ranranosupaM (GM1, GM2,
GM3, GM4, GD1a, GD1b, GD2, GD3, GT1a) u cyaba-
TUAAM — MeTOAOM UMMYHOOAOTTHHTA. AAS BBIIBAE-
HUS MHTPATEeKaAbHOI'O CMHTe3a UMMYyHOrA0OyAnHA G
(IgG) mpoBOAMAOCE U303AEKTPO(OKYCHUPOBAHUE ITap-
HBIX 00pa3noB ceIBOPOoTKYU U LICJK ¢ mocaepyrommum
UMMYHOOAOTTHHIOM M OIJ€HKOM BapHaHTa KAOHAAb-
"octu IgG B ceiBopoTKe KpoBu u LJCOK — ompepe-
A€HUEeM OAHOTO U3 MSATH TUIIOB OAUTOKAOHAABHOI'O
IgG: 1 TUIIl — TOAMKAOHAABHBIN [TATTEPH B CHIBOPOTKE
kpoBu 1 LICJOK; 2 TUII — IIOAMKAOHAABHBIN NATTEPH
B CBIBOPOTKE KPOBU U OAUTOKAOHAABHBIN B LICOK; 4
TUII — WAEHTUYHBIA OAMTOKAOHAABHBLIN ITATTEPH B
cuIBOpOTKe KpoBu u LICJK; 5 Tun — HaAuuue UpeH-
TUYHOTO MOHOKAOHAABHOTO ITATTEPHA B CHIBOPOTKE
kpoBu u LICOK. YpoBens 6eaka B LJCOK usmepsaru
KOAOPUMETPUYECKUM MeTOAOM. AaHHBIE OMOXUMMU-
YyeCKHUe U UMMYHOAOTHYeCKUE UCCAEAOBAHUS CBIBO-
potku KpoBu 1 LICOK MCIOAB30BAAUCH AAST @aHAAW-
3a C IIeABIO BBIIBA€HUS 3HAUMMOM COIyTCTBYIOIeN
IIaTOAOTMH, KOTOPas MOTAA TOBAUSATH Ha BHIOOD Ia-
TOTeHEeTUYeCKOU Tepanuu. MIHCTpyMeHTaAbHOE HC-
CAEAOBaHME BKAIOUAAO SAEKTPOPHU3NOAOTHUECKOE
nccAaepoBaHUe nepudepuueckux Hepos (OHMI),
MarHuTHO-pe30HaHCHYI0 Tomorpaduto (MPT) ciiun-
HOMO3TOBBIX KOPEIIKOB U HEPBOB IIEUHOTO HAU
MOSICHUYHOTO OTAEAOB (B 3@BUCUMOCTU OT KAMHU-
YeCKUX MPOSBAEHUM) C KOHTPACTHBIM yCHUAEHUEM,
OHOICHUIO MOAKOKHOM KUPOBOU KAETUATKU MIEPEA-
Hel OPIOLIHOM CTEHKU C OKPACKOM r’MCTOAOTHYECKO-
ro Matepuanaa 1o Kouro-por. 9QHMI o npoTokoaAy
EAN/PNS 2021 arsgs XBAIT 6BIAO BBIITOAHEHO BCEM
nanueHTaM — OO0BbeM MCCAEAOBAHUSA AAST Ka’KAOTO
IallieHTa BKAIOYAA OIIeHKY ABUTAaTeAbHBIX HEPBOB
(n. peroneus, n. tibialis, n. medianus, n.ulnaris) u
YyBCTBUTEABHEIX HepBOB (n. suralis, n. medianus,
n.ulnaris). Beimoanenue MPT KopelikoB ¥ CIUHHO-
MO3TOBBEIX HEPBOB IIPOBOAUAU YACTU IIAIIUEHTOB B
CAy4ae HEIIOAHOT'O COOTBETCTBUSA AMATHOCTUUECKUM
kpurepusm XBAIT EAN/PNS 2021. bruoncus moa-
KOJKHO-’)KUPOBOU KAETYATKU INepPeAHelr OpPIOIIHOU
CTEeHKU BBIIIOAHSAAACH IIPU BBIIBACHUU B CBIBOPOTKE
KPOBHU IIapallpOTENHa, Pe3UCTEHTHOCTH K ITaTOTeHe-
TUYECKOM Tepanuu NepBOU AMHUU AMOO MPU HaAU-
YUU QTUIHUYHBIX KAMHUYECKUX 4ePT.

CraTuctuueckas oOpabOTKa AQHHBIX BKAIOYAAA
IIPOBEPKY PacCIpeAeAeHUsT KOAMUYECTBEHHBIX IIPHU-
3HAKOB Ha HOPMAABHOCTE (KpuTepuii Koamoroposa —
CMUpHOBA), CPaBHEHNE He3aBUCUMBIX I'PYIIII 11O KO-
AM4YeCTBEHHBIM Npu3HakaM (U-kpurepuil MaHHa —
YUTHM), CPaBHUTEABHBIM aHAAMU3 KadyeCTBEHHBIX
XapaKTEepPUCTHUK (KpuTepuit Xu-kBappart [ lupcona naun
TOuHBIM KpuTepuil Ouitepa). Pazanuns cauTasu cTa-
TUCTUYECKU AOCTOBEPHBLIMU ITPY YPOBHE 3HAYNMOCTHU
p<0,05. MiccaepoBaHUEe OAOOPEHO ITUUECKUM KOMU-
TeToM [ICTIGI'MY um. U. IT. [TaBAOBg, BCe yUaCTHUKU
TIOATIMCAaA MTH(POPMHUPOBAHHOE COTAACHE AN YIaCTHS
B UCCAEAOBAHUM.
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PE3VYJILTATbI UCCJ/IEAOBAHHSA
H HUX OBCYXAEHHE

O6miass xXapakKTepUCTHUKA M[alleHTOB TI'PYIIbI
TunuyHod XBAIT 1 ee BapuaHTOB IIpeACTaBAEHa B
TabA. 1. B Hatrelt BEIOOpKe TPeoOAaAAAU TTAITMEHThI
c Bapuantamu XBATIT Ha MOMEeHT MaHU@eCcTalud —
69,0 % (n=109), Torpra Kak NAIUEeHTOB C TUINYHOU
XBA[IT0bir0 3HaUUTEABHO MeHbIIe — 31,0 % (n=49).
MeanaHa BpeMeHHU OT IepPBBIX CUMIITOMOB 3a00Ae-
BaHUS AO YCTAHOBAEHUSI AMArHO3a y MAalMeHTOB C
BapuaHTaMu XBAIT Obira AOCTOBEPHO OOABIIIE U CO-
craBuAa 17 MecdlieB, B TO BpeMd KaK IIpU TUIINYHOU
XBATIT — 6 mecaries, (U-kputepuit ManHa — YUTHH,
p<0,001). B ocTaABHOM KAMHHUKO-AeMoTpaudecKue
IIOKa3aTeAr IPYII OBIAU CXOJKU (TalA. 1).

HccaregoBanus cwiBopomku kKpoBu. Y 712 %
(122/158) nanmeHTOB OBIA BBIIBAEH Ae(DUITUT UAU He-
AOCTaTOYHOCTBL BUuTaMmHa B12,ay 52,6 % (61/116) —
HEAOCTAaTOYHOCTh (POAMEBOM KHCAOTHL. 3HAYMMOM
COIIYTCTBYIOIIEeM IAaTOAOTUM CO CTOPOHBI JKEAYAOU-
HO-KHIIIEYHOT'O TPAKTa KaK IPUYMHBI AQHHBIX Aa00-
PATOPHBIX OTKAOHEHUM BBIIBAEHO He OBIAO. Y AQHHOM
TPYIIIEI TAIIMEHTOB He OLIAO BHIIBAEHO IOBBIIIIEHUS
TOMOITUCTEUHA B CHLIBOPOTKE KPOBU. [1OBLINIEHHBIN
YPOBEHE I'AIOKO3BI OOHapyReH y 15,8 % (25/158) maum-
€HTOB, CpeAU KOTOPHIX ¥ 14,6 % (23/158) pnarHocTu-
poBaH caxapHbIN Anaber 2 Tunmany 1,3 % (2/158) —
1 Tuna. I'lpu nccaepOBaHUU YPOBHSA TUPEOTPOIIHOTO
ropmoHa (TTT) KAMHMKO-A@OOpaTOpPHbIE MPU3HAKU
runepTupeo3sa BeIIBAeHH ¥ 13,3 % (21/158) nanyen-
TOB, TUnIoTUpeo3a — y 5,0 % (8/158). T1pu cpaBHe-
HIY OMOXUMHUYECKUX ITI0Ka3aTeAel ChIBOPOTKY KPOBHU
MeXKAy rpynmnamu tunuyHon XBAIT 1 ee BapruaHTOB
CTaTUCTUYECKU 3HAUMMBIX PA3AWUYUU HE BBIIBAEHO
(Taba. 1).

¥ 30,9 % (38/123) maruenToB ¢ XBATT OBIAO BBEISB-
Aeno nioBwienre AH®, npuuem y 39,5 % (15/38) us
HHUX B KaTaMHe3e AMarHOCTUPOBaHbI pEBMAaTOAOTTUe-
CKUe 3a00AeBaHus.

CBOOOAHBIE AeTKMe llenu lg Kammna BBIIBAEHBI Y
30,9 % (38/123) namueHToB, AIMOAQ Ilenu v 16,2 %
(12/74). TlapanpoTenH B CHIBOPOTKE KPOBU OIIpe-
AeaeH y 27,2 % (36/132) nanuentoB ¢ XBATIT, cpeau
HUX IpeoOAraparm OOABHEIE ¢ BapuaHTamMu XBAIT —
72,2 % (26/36), TAaBHBIM 0O0pa3oM C CEHCOPHBIM Ba-
puanToM — 33 % (12/36). I'lpu aHaAm3e CTPYKTypPHI
KAVHWYECKUX (DEHOTUTIOB, CKDUHUPOBAHHBIX Ha I1a-
pamnpoTeuH (n= 132), mpeobAapaAm TTAITUEHTHI C AUC-
TaAbHBIM BapuaHToM, 40 % (8/20) arueHToB (pHc. 1).

MMMyHOTHTIMPpOBaHUE TapalipOTENHA IIPOBEAECHO
y 72,2 % (26/36) nanuenTos. [Tapanporens tuna [gM
Jalle BcTpevancd npu BapuaHTax XBAIT — y 30,8 %
(8/26), rakke kak u IgG — y 38,5 % (10/26) naruen-
TOB. [IprueM B OOABIIIMHCTBE CAy4YaeB OH OBIA aCCOITU-
UPOBAH C HaAWUMEeM Kallla CBOOOAHBIX A€TKUX ITelei
umMMyHorrooyanHa (CALI) (Taba. 2).

YacToTa pa3BUTUSA IFeMaTOAOTUYECKOro 3a00AeBa-
HUS B IIpollecce HAOAIOAEHMS OKa3anach OOABIIE Y
nanueHToB ¢ IgG-napanporennom — 46,7 % (7/195),
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110 CpaBHEHUIO ¢ rpynnou ¢ I[gM-napanporenHom —
v 22,0 % (2/9). B neaom y 36,1 % (13/36) manmeHTOB
C HaAW4YMEeM IIapalpoTenHa B CBIBOPOTKE BIIOCAEACT-
BUM OBIAO AMAaTHOCTUPOBAHO r'eMaToOAOrmdecKoe 3a00-
AeBanure: POEMS-cusapoM (n=7), MHOKeCTBeHHast
MueAoMa (n = 4) uau AnMponporudepaTuBHoe 3a60-
AeBaHUe (n=2). Pazanunit me>xpy tunnaHou XBATT
¥ BapraHTaMU He BBEISIBACHO.

Ba>xao otmeTuts, uTo y 44,4 % (16/36) marueHTOB
TapammpoTenH He OBIA BEISIBACH TP TIEPBUYHOM CKPH-
HUHTe, HO OOHapy’KeH IIPU IOBTOPHBIX UCCAEAOBAHU-
ax. [TepBoe o6caepoBaHME TTIO3BOAMAO OOHAPYIKUTH
napanporenH y 55,6 % (20/36) nmanueHTOB, TOBTOP-
Hoe — emey 33,3 % (12/36). B 11,1 % (4/36) caydaeB
TIOATBEP KAEHUE ITapalpOTENHEMUY IIOAYYEHO TOABKO
TIOCAe TPEXKPATHOTO NCCAEAOBAHNS, IIPOBEAEHHOTO
B pa3Hble CPOKU 3a00AeBaHUA.

Y 23,9 % (26/101) mauyeHTOB OBIAM BBIIBACHBI
QHTUTEAA K KOMIIOHEHTaM NepudepudecKou HepB-
HOU CHCTeMBI (TabA. 3). AHTHUTEeAA K TaHTAMO3UAAM
U CyAb(ATHAAM BCTPEYAAWUCH KaK IIPU TUIWYHON
XBAIT, Tak u nipu ee BapuaHTax. Hauboaee dacTo
UX OAHOMOMEHTHOE BBIIBA€HHE HAOAIOAAAOCH IIPHU
ceHcopHOM BapuaHTe XBAIT — y 57,1 % (4/7) nanu-
enToB. C gactotoi 61,5 % (16/26) caydaeB ompepe-
ASAVICh @HTHUTEAA K cyabdaTtupam. Haanune antuten
K GM1 yaiiie BCero coueTaroCh C HeMponaTuiueckKomn
6oabto — 71,4 % (5/7) marmeHTOB.

/labopamopHble UCCAegOBAHUA UepeOdpOoCNUHAAb-
HolU kugkocmu. AtoMOaAbHas ITyHKITWS ObIAA BBIITOA-
HeHay 81,0 % (128/158) narnenTos. [laTorormyeckuM
nosbiieHueM O0eaka B LJCOK cumTaroch 3HaueHUe
>0,5 r/A B Bo3pacTHOM rpynne <60 retu >0,6 7/A —
y manueHToB > 60 AeT. ITOBBIIIEHHBIM YPOBEHB 00-
mero 6eaka B LICJOK BouigBaeH v 59,4 % (76/128) na-
IIMEeHTOB, B TOM uucAe y 64,3 % (27/42) GOABHBIX C
TunuyHou XBAIT (puc. 2). I'To AaHHBIM MeAUaHHOTO
TeCTa CTaTUCTUYECKY 3HAUMMBIX Pa3AUYUH He BBISIB-
AeHO (p=0,129). OpHaKo IpU aHaAU3e YPOBHSA OeAKa
B LICJK B 3aBUCHUMOCTM OT BO3pacTa MaHUdecTalun
XBAIT noAy4YeHBI CTATUCTUYECKU 3HQUUMBbIE PA3AU-
ung (kpuTepuit Kpackeara — Yoanuca, p=0,028): Ha-
nboAee BEICOKME TOKAa3aTeAU BBIIBAEHBI Y ITIAITEHTOB
c AeOroToM B Bo3pacTe 15— 29 aet (puc. 3).

AOTIOAHUTEABHO YCTAHOBAEHBI CTAQTUCTUYECKH
3HaunMble pa3anuund (Xu-Keappar [Tupcona, p=0,01)
IIpU CpaBHeHUU ypoBHA Oeaka B LICOK B rpynmnax o
THUIIy TeUEeHUS U XapaKTepy Ae00Ta: HauboAee BEICO-
KHe IIoKa3aTeAn (>3 r/A) OTMeUaAuCh y aljueHTOB C
PELMAMBUPYIOIINM TUIIOM TEUYEHUS ¥ OCTPBIM XapaK-
TepoM AeOroTa 3a00AeBaHus (PUC. 4).

[MTaToroTMyeckue IATTEPHBI OAUTOKAOHAABHOTO
IgG B LICOK BBIgBACHBL Y 21,7 % (20/92) nanyeHTOB.
Y 25,5 % (8/32) nanuenToB ¢ TunuyHou XBAIT u y
20,0 % (12/60) naumenToB c BapuanTamu XBATT. Tpe-
TUM TUII CUHTE3a OAUTOKAOHaAbHOro IgG B Hamem
HCCAEAOBAHUU He BCTpedancd. Y BCeX IallMeHTOB C
5 TTIOM cMHTEe3a OBIA BBISIBAGH [TapalTpPOTENH B CHIBO-
poTke. Cpeau MaTOAOTHYECKUX NTaTTepHOB IgG uarre
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Tabauma 1

ComnocraBaeHre KAMHUYECKUX, Aa00PaTOPHBIX 1 NHCTPYMEHTAaABHBIX AQHHBIX Y MaleHTOB rPyNnbl TUIMYHOI XBATI

U ee BapHaHTOB
Table 1
Comparison of clinical, laboratory, and instrumental data in patients with typical CIDP and its variants
TMokasatenn Tunmasas XBAIT Bapuants: XBAIT Paﬁgggﬁ;ﬁi’g”
Kaunuko-gemorpaguueckue gaHHble
Bcero nanueHToB, n ( %) 49 (31 %) 109 (69 %) NA
BospacT KAUHUYECKOM MaHU(ECTAIluH, AeT 57 [41; 62] 56 [48; 63] pU>0,05
Me [Q25 %; Q75 %]
Tun treuenus [1/P 36 (73,5 %)/13 (26,5 %) | 90 (82,6 %)/19 (17,4 %) pX>0,05
CootTHonrenue M: 2K 31:18 58:51 pX>0,05
BpeMms A0 TOCTaHOBKY AMATHO3a, MECSIIHI 6[3; 12] 17 [8; 36] pU<0,001
Me [Q25 %; Q75 %]
AAVTEABHOCTH 3a00AeBaHNS HA MOMEHT AabopaTop- 8 [5; 26] 28 [14; 56] pU<0,001
HOTO TecTupoBaHust, Mecsibl Me [Q25 %; Q75 %]
ChlBOpOMKA KPOBU, UMMYHOAOTU4ECKUE NOKA3AMeAU
AH®>1:320 10/37 (27,0 %) 28/86 (32,6 %) pX>0,05
AT K raHTAMO3UAAM U CyAbdaTuAaM, n (%) 8/32 (25,0 %) 18/69 (26,1 %) pX>0,05
[MapampoTens, n (%) 10/42 (23,8 %) 26/90 (28,9 %) pX>0,05
CAL kanma, n (%) 2/30 (6,7 %) 4/59 (6,7 %) pX>0,05
CALL AaM6pa, 11 (%) 4/30 (13,3 %) 8/59 (13,6 %) pX>0,05
ChlBOpOMKA KPOBU, 6UOXUMUYECKUE NOKA3ameAl
TTT'<0,400 MKME/Mn, 1 (%) 4/44 (9,1 %) 4/76 (5,3 %) pX>0,05
TTT > 3,500 MkME/MA, 11 (%) 8/44 (18,2 %) 13/76 (17,1 %) pX>0,05
HeaocraTtounocTts Butamyta B12, <200 mMoAb/A, 1 (%) 17/41 (41,5 %) 36/81 (44,4 %) pX>0,05
Aedurnut ButamuHa B12, <148 nmMoab/A, n (%) 11/41 (26,8 %) 17/81 (21,0 %) pX>0,05
H(e(,;,;)CTaTO‘IHOCTB yPpOBHS (POAATOB, <14 HMOABL/A, 16/37 (43,2 %) 45/79 (57,0 %) pX>0,05
n (7%
[NoBsbllIeHNE YPOBHS TAIOKO3EL, <6,1 MMOAB/A, 1 (%) 10/49 (20,4 %) 15/109 (13,8 %) pX>0,05
IJepebpocnunarbHas Xugkocmb
[NossblleHHEBIN ypoBeHb Oeaka B LICIK, n (%) 27/42 (64,3 %) 49/86 (56,9 %) pX>0,05
[NaToArormyeckue aTTepHLI UMMYHOTAOOYAWHA 8/32 (25,0 %) 12/60 (20,0 %) pX>0,05
B ceiBOopoTKe u LICOK, n (%)
HncmpymenmanbHble UCCAEGOBAHUSA
Hannune coorBercrBusa kpurepusim EAN/PNS 20/49 (40,8 %) 41/109 (37,6 %) pX>0,05
2021 npu nepsom OHMI
MPT cnmHHOMO3IOBEIX KOPEIIKOB U HEPBOB, HAKO- 2/17 (11,8 %) 6/37 (16,2 %) pX>0,05
IIAeHHe KOHTpAcTa, n (%)
AMUAOUA IO pe3yAbTaTaM OUOIICUU JKUPOBOU 2/12 (16,7 %) 7/35 (20 %) pX>0,05
TKaHU

Mpumeuanue: EAN/PNS — EBporetickas pepepariysi HeBpOAOTHUYECKHUX 0011ecTB/ OO11ecTBO mepudepudecKrx Hep-
BoB; MPT — marauTHO-pe3oHaHCHas ToMorpadus; NA — He npumenumo; pU — ManHa — YuTtHY; pX — KpuUTepuil Xu-
kBappat [Tupcona; I'T — nporpeccupyromniyii Tun Tedenus; P — penuausupytromuii tun redenns; CALl-kanma — cBoOOAHBIE
A€eTKHe IelH Kalla UMMYHOTA0OyAnHOB; CALI-AM0aa — CBOOOAHBIE AeTKHe Ieln AIMOAQ MMMYHOTAOOYAUHOB; XBATT —
XPOHUYECKAd BOCIIAAUTEABHASI ACMUEANHU3UPYIOoIasa noanHenponaTtus; LICOK — mepeOGpocnuHarbHAA JKUAKOCTb.

BCero BCcTpedancs 2 Tun cuuTesa (12 u3 20), opHako
Pa3AMYUSA MeXKAY IPyIIIaMy He AOCTUTAU CTaTUCTH-
YeCKOU 3HaUMMOCTHU IIPU AQHHOM O0OheMe BEIOOPKU.
Cpear IAaIMeHTOB C HaAWUYWeM 2 THIIa CHHTe3a Jallle
BCEro BBIIBASIAOCEH IoBbllieHue AHO® — B 38,5 %
(5/13) cayuaes (Taba. 4).

AaHHble 2AeKmMPOdU3UOAOTUIECKOTO UCCAEgOBA-
Hus. ITpu peTpocneKTUBHOM aHaAmu3e rnmepsoro SHMI
COOTBETCTBUE ODAEKTPOPU3UOAOTUUECKUM KpUTe-
pusasm EAN/PNS 2021 ormeuaroch Auiiib y 38,6 %
(61/158) nmanuenTOB, O0€3 CTaTUCTUYECKU 3HAUMMBIX
Pa3sAUuMU MEJKAY Ipynmnamu ¢ Tunuanou XBAIT u ee
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Tabauma 2
KanHuKo-rabopaTopHbIe XapaKTepucTUKy nanueHToB ¢ XBATII ¢ napanpoTrenHemMuen
Table 2
Clinical and laboratory characteristics of patients with CIDP with paraproteinemia
aace napanporesa | IS KA IPAPO | paiponewmon, hi/n__| Bpeiaomias: | Ievenononnie
Kanma J— T.n=10 B.n=26 TenHa (MeCsbI) nl/n2
He tunuposas (n= 10) - - 4/10 (40,0 %) | 6/26 (23,1 %) 15,5 [4;44,3] 2/36 (5,6 %)
IgA (n=2) 1/2 (50,0 %) | 1/2 (50,0 %) 0 2/20 (10,0 %) 3160 2/36 (5,6 %)
IgM (n=9) 7/9 (778 %) | 2/9(223%) | 1/6 (16,7%) | 8/20 (40,0 %) 46 [18;110] 2/36 (5,6 %)
IgG (n=19) 9/15 (60,0 %) |6/15 (40,0 %) | 5/6 (83,3 %) |10/20 (50,0 %) 12 [8,5;31] 7/36 (19,4 %)
Bcero (n=36) 17/26 (65,4 %) | 9/26 (34,6 %) | 10/42 (23,8 %) | 26/90 (28,9 %) 18,5 [8;48] 13/36 (36,1 %)

[Mpumeuanue: Ig — uMmmyHorrooyaus; T — TtunuusHad, B —Bapuantel; XBAIT —XxpoHHUYecKas BOCIaAUTeAbHAs

AEMHEeANHU3UpPYIoias NoAnHeMponaTus, n1/n2 — BBIABAEHO/IIPOTECTUPOBAHO.
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Puc. 1. HacToTa BBIIBACHUS TapallpOTENHAa IPU PA3AMYHBIX KAUHUYecKux eHoTunax XBAIT (rucrorpamma). Pacipepenrenue
KAMHNYecKux peHoTunos XBATIT y narnueHToB ¢ napanpoTenHeMuel (Kpyrosas aAuarpaMmma): T — tunuasast; CAC — cHHAPOM
Abtouca-Camuepa; A — AucrtasbHasi; M — motopHas; C — cencopHas XBATT

Fig. 1. Frequency of detection of paraprotein in various clinical phenotypes of CIDP (histogram). Distribution of clinical
phenotypes of CIDP in patients with paraproteinemia (circle diagram): T — typical; LSS — Lewis-Sumner syndrome; D — distal;
M — motor; S — sensory CIDP

BapuaHTaMHU. B XoAe IIOCAEAYIOIero HabOAIOAEHUS,
Ha Oa3e 1 HEBPOAOTUYECKOTO OTAEAEHUS, IIPU BHI-
noaHeHUH MOBTOPHBIX OHMI kputepun EAN/PNS
2021 ObIAM COOAIOAEHB] Y BCeX MalueHToB. O0beM uc-
CAEAOBAHUS AT KQXKAOTO MaljieHTa BKAIOYAA OlleH-
Ky ABUTAQTEABHBIX HEPBOB (n. peroneus, n. tibialis,
n. medianus, n. ulnaris) ¥ 4yBCTBUTEABHBIX HEPBOB
(n. suralis, n. medianus, n. ulnaris).

BBIA TIPpOBEAEH aHAaAW3 OCHOBHBIX HEMpPOU3nOo-
AOTUYECKUX IIOKazaTeAel, CBUAETEAbCTBYIOIINX
0 AeMUEeAVHU3UPYIOleM Ipoliecce: AUCTAaABHOMN Aa-
TEHTHOCTH, aMIAUTYABI M-BOAHBIL, HAAUYNSI OAOKOB
IIPOBEAEHUS U TEMIIOPAABHOU AMCIIEPCHUM AAS ABU-
raTeAbHOM nopnuu n. tibialis, n. ulnaris, n.medianus
(Taba. 5). CHM>KeHMe CKOPOCTEeM IPOBEAECHUS I10 ABU-
raTeAbHBIM U YYBCTBUTEABHBIM HEPBAM BBISIBASIAOCE Y
BCeX MalfMeHTOB BHE 3aBUCUMOCTH OT KAMHUYECKOTO
denoruna XBATIT1 103TOMY He yUUTBIBAAOCH B AHAAU-
3e. YBeAnueHNe AUCTAABHOM AaTeHTHOCTH M-BOAHBL
IpU CTUMYASIUM n.medianus yUYuTEIBAAOCHE TOABKO B
CcoueTaHUU C OAOKOM IPOBEAESHUS AU TEMIIOPAABHOM!
AUCIIepCHel Ha npeaplreube. Ang n.tibialis B anHaaus
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BKAIOUAAOCH HAAWUNE TEMIIOPAABLHOU AUCIIEPCUH C Ae-
dopManmelr M-BOAHBI ¥ YBEAUUYEHUEM €€ AAUTEABHO-
cTu 6oaee 4eM Ha 50 % B COYETAaHUU CO CHU)KEHUEM
CKOPOCTU IIPOBEAEHUS Ha TOAEHUM U AOCTOBEPHBIM
yBeAnUYeHMeM MUHUMaAbHOM AQTeHTHOCTH {-BOAH He
MmeHee yeM Ha 30 % [2, 16].

ITpu cpaBHEHUN HENPODUINOAOTTIECKUX ITOKA3a-
TeAel MeJKAY naruenTamu ¢ TunnaHou XBATITu ee Ba-
pHaHTaMU BBISIBAEHBI CAEAYIOIIHE PA3ANUNS: YAAUHE-
HUEe AMCTaABHOMW AQTEHTHOCTM 110 N. tibialis AoocTOBep-
HO yallle PerUCTPUPOBAAOCH y TAIIMEHTOB C TUITMYHOMN
XBATIT rio cpaBHEeHUIO ¢ BapuaHTaMu (26,5 % IpoTUB
7.3 %; Xu-kBappart [Tupcona, p=0,0019). Kpome Toro,
IIpU @aHaAM3€e COBOKYIIHBIX ITOKa3aTeAel 1o n. tibialis
YacTOTa MAaTOAOTMUYECKMX U3MeHeHHU Tak’ke ObIAa
Bolle npu Tunuynou XBAIT (61,2 % npotus 35,8 %;
Xwu-kBappat [Tupcona, p=0,0033).

AaHHble MArHUmMHO-pe30HAHCHOU momorpaguu.
MPT cOMHHOMO3IOBBEIX KOPEIIKOB M HEPBOB ILIEN-
HOT'O UAM MOSICHUYHOT'O OTAEAOB (B 3aBUCUMOCTH OT
KAWHHUYECKUX IPOSIBA€HHUM) C KOHTPACTHBIM YCUASHU-
eM IIpoBepeHa y 54 nanueHToB (34,2 %). HakonaeHnue
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Tabauma 3
Kaunnko-arabopaTopHbIe XapaKTepuCcTHKHY NanueHTos ¢ XBATI c aHTHTeAaMH K TAHTAHO3MAAM U CyAbdaTHAAM
Table 3
Clinical and laboratory characteristics of patients with CIDP with antibodies to gangliosides and sulfatides
Kannnveckuii penorun XBAIT, n (%) Helponariaecka
Bapuant AT * Hg i THIf)/ Kai
T,n=8 CAC,n=1 A, n=6 M, n=4 C,n=7 Bcero, n=26 OAB, 11 (%)
GM1 1(12,5%) 1 (100 %) 1(16,7 %) 0 4 (57,1 %) 7 (26,9 %) 5/7 (71,4 %)
GM2, GM3, GM4 2 (25,0 %) 0 2(333%) | 3(75.0%) | 2(28,6 %) 9 (34,6 %) 379 (33,3 %)
GDl1a, GD1b, GD2, | 1 (12,5%) 0 1(16,7%) | 2(50,0%) | 2 (28,6 %) 6 (23,1 %) 2/6 (33,3 %)
GD3, GT1la
CyabdaTupbt 7 (87,5 %) 1 (100 %) 3 (50 %) 1(250%) | 4(571%) | 16(61,5%) 6/16 (37,5 %)

[Tpumeuanue: AT — aHtuTera; XBAIlT — XpoHuYeckass BOCIaAUTeAbHasI AeMUEAMHU3UPYIOMas MOAUHeUpoIa-
Tug; T — tunuunag; CAC — cuspapoM Abrouca-Camuepa, A — aucraspHasg; M — moTtopHas; C — cencopHasa XBATT;
* — paspeAeHHe NalleHTOB Ha IPYIIIILI 10 Pa3AWYHBIM BapUaHTaM aHTUTEA K TaHTAMO3UAAM OCHOBBIBAAOCH HA KAWHU-
YEeCKOU 3HAQYMMOCTHU OIPEAEAEHHBIX FAHTANO3UAOB, UX CTPOEHUM U AOKAAW3AIIUY QHTUTIe€Ha FTAHIAMO3UAOB B TOU AU

UHOM CTPYKType IepudeprudeckKoil HepBHOU CUCTEMHI.

KOHTPACTHOTO BelllecTBa OBIAO BEISIBAEHO y 14,8 %
(8/54) maruenTos. ITpu Tunuunoit XBAIT atot npu-
3HaK 3acukcupoBan B 11,8 % (2/17) caydaes. Y nanu-
€HTOB C MOTOPHBIM BapruaHTOM MaHupecranyuu XBATT
HaKOIIAeHHe KOHTPACTHOTO IIpeliapaTa KOpelIKaMu
OIIPEAEASIAOCH AOCTOBEPHO uallle — B 57,2 % (4/7)
CAy4YaeB 110 CPaBHEHMUIO C ADYTUMU BapHUaHTaMU (KpHU-
Tepuri Dumepa— Opumana — Xoatona, p=0,0006)
(puc. 5).

AaHHblE TUCMOAOTUYECKOTO UCCAeJOBAHUA NOGKOXK-
HO-’KUpOBOU KAemuamxu. BUOIICUSA JKUPOBOM KAETYaT-
KU IlepeAHel OPIONTHOM CTEHKU C OKPACKOM THCTOAO-
TUYeCKOro MaTepraaa 1o KOHro-poT AAS BEIIBA€HUS
amMuAouAa BelltoAHeHa v 30,4 % (48/158) marueHToB.
Amunonp ooHapykeHy 18,8 % (9/48): y 2 nanmeHTOB
c TunuuHoy XBAIT uy 7 c ee Bapua"nTamu (Tada. 1).
Y 2 13 9 nmarueHToB Tak’Ke OBIA BBISIBAEH IIapalpo-
TeuH, y | marueHTa B poljecce HaOAIOA€HUSI OBIAO
AUArHOCTHUPOBAHO reMaTOAOTUUYEeCKOoe 3ab0AeBaHue.
BceM nanyeHTaM c HaAMYHEM OTAOSKEHUN aMUAOUAA
TIPOBOAUACS @aHAAU3 CYyXOM KallAM KPOBU Ha TPAHCTHU-
PETHMHOBBIU CEMEUHBIM aMUAOUAO3, MyTALlU B TeHe
TpPaHCTUPETHHA He OOHAPY KeHO.

C yueTOM HEBBICOKOW pPaCHpPOCTPaHEHHOCTHU
XBAIT Kak reTeporeHHOU HO30AOTHYECKOU TPYIIIIBL
(0,33—10,3 za 100 TBIC. HACEAEHNS) AQHHBIE HAIlero
HUCCAEAOBAHUS, BKAIOUMBIIIEro 158 namueHToB, MOJK-
HO pacCMaTpHUBAaTh KaK pellpe3eHTaTUBHYIO BEIOOPKY
[17, 18].

[To A@HHBIM €AMHCTBEHHOTO OPUTMHAABHOIO pe-
TPOCIIEKTUBHOI'O UCCAEAOBAHUS A@OOPATOPHBIX II0-
KazaTeAel cBIBOpoTKY KpoBUu Abraham A. etal. (2016)
Ha BBIOOPKe IAIIMeHTOB K3 79 YeAOBeK M3Yy4aAUuCh
pasanuHble 6uoxumudeckue (TTT, rarokosa) mMMy-
Honrorudeckue (AH®, mapanpoTerH) MOKas3aTeAH,
KOTOpBIe He OKa3aAUCh CIeIU(MUIHBIMU AN KaKOT'O-
Au60 BapuanTta XBAIT, a orpaHmnueHeM A@HHOTO KC-
CAeAOBaHMs OBIAO OTCYTCTBYE @aHAAN3a B3aUMOCBI3U
AAQHHBIX [IOKa3aTeAeU CO 3HAUUMOM COIYTCTBYIOLILeH
naTtoAaoruel [4]. MHOTOIIEHTPOBBIX UCCAEAOBAHNY Ha
OOABIINX BEIOOPKax narueHToB ¢ XBATT poo cux nop
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Puc. 2. KounenTpanus 6eaka B LICOK npu pe6roTe XBATT
B 3aBUCHUMOCTHU OT (P€HOTUIIOB 3a00AeBaHUs: T — TUnMUHAS;
CAC — cuaapoMm Avtonca-Camuepa; A — auctasbHast; C — ceHcop-
Hasg; M — moropHas XBAIT; XBAIT — xpoHHYecKasi BOCIIaAUTEABHAs
AEMHUEANHU3UPYIOIast HOAMHEHPOIaTus
Fig. 2. Protein concentration in the CSF at the CIDP onset
depending on the phenotypes of the disease: T — typical;
LSS — Lewis-Sumner syndrome; D — distal; S — sensory; M — motor
CIDP; CIDP — chronic inflammatory demyelinating polyneuropathy
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Fig. 3. Protein level in the CSF in CIDP patients depending
on the age of onset

He IIPOBOAUAOCE, UMeroIruecd AdHHbIe OCHOBBIBAIOT-
Cd Ha OTpaHUYE€HHOM obbeme BLI60pOK M NU3y4aroT OT-
ACAbHbIE PA3PO3HEHHbIE AaGOpaTOpHI)Ie IIOKa3aTeAH,
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Fig. 4. Protein level in CSF in patients with different variants of onset and types
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Tabauima 4

KanHuKo-AabopaTopHbIe XapaKTepuCcTUKy nanueHToB ¢ XBAIT B 3aBuCMMOCTH OT TUIIA CUHTE3a
oAurokAoHaAabHOro IgG

Table 4

Clinical and laboratory characteristics of CIDP patients depending on the type of synthesis of oligoclonal IgG

[Marrepn | Tunuynas Bapuanter XBATT, n (%) AH®>1:320, |TlapanpoTreus,
IgG | XBATLn (%) [ cpc A M c Bcero n (%) n (%)

1 24/32 7/60 9/60 11/60 21/60 48/60 20/67 12/66
(40,0 %) (11,7 %) (15,0 %) (18,3 %) (35,0 %) (80,0 %) (29,9 %) (18,2 %)

2 5/32 0 3/60 3/60 1/60 7/60 5/13 2/10
(8,3 %) (5,0 %) (5,0 %) (1,7 %) (11,7 %) (38,5 %) (20,0 %)

4 1/32 0 1/60 0 2/60 3/60 0 0
(1,7 %) (1,7 %) (3,4 %) (5,0 %)

5 2/32 1/60 0 0 1/60 2/60 0 4/4
(3.3 %) (1.7 %) (1.7 %) (314 %) (100 %)

IMpumeuanue: AHO — anrunykareapusii dakrop; CAC — cunapoMm Abtonca-Camuepa; C —ceHcopHas; A — AH-
cranrpHasg; M — MortopHas; IgG — mMMyHOTAOOYAMHEI KAacca G; 1 TUII — ITOAMKAOHAABHBIN IIATTEPH B CBIBOPOTKE
kposu u LICJK; 2 TUII — MOAMKAOHAABHBINM ATTEPH B CBIBOPOTKE KPOBU M OAUTOKAOHAaABHBIN B LICJOK; 4 Tl — mpeH-
TUYHBINA OAUTOKAOHAABHBINM IIATTEPH B CBIBOPOTKe KpoBuU U LICIK; 5 Tl — Haruuyme MAEHTUYHOIO MOHOKAOHAABHOI'O
narrepHa B ceIBOpoTKe kKposu 1 LICOK; XBAIT — xpoHnUecKast BOCIaAUTeAbHAs AeMUEAMHU3UPYIOIasd IOAMHEUPOIaTHs.

Tabauma 5

AHaau3 3AeKTPO(PU3NOAOTHYECKUX NT0OKa3aTeAell AeMUEANHN3alUY Y NalueHTOoB ¢ TunuyHon XBATI

1 €€ BdApUAHTAMU HAa MOMEHT BKAIOYEHHNS B NCCAEAOBAHUE

Table 5

Analysis of electrophysiological parameters of demyelination in patients with typical CIDP and its variants

at the time of inclusion in the study

Tunuunas XBAIT, n (%) BapuanTtst XBAIT n (%)
n=49 n=109
TToka3zaTeAab
I/ICCAeAyeMLIe ABUTI'aTEABHbIE HEPBBL

n.tibialis n.ulnaris n.medianus n.tibialis n.ulnaris n.medianus
YBeAnueHue AMCTaAbLHOM 13749 19/49 7/49 8/109 32/109 27/109
AQTEHTHOCTU (26,5 %) (38,8 %) (14,3 %) (7.3 %) (29,4 %) (24,8 %)
CHMI)KeHHe aMIAUTYABL 5/49 10/49 22/49 12/109 22/109 35/109
M-BOAHBI (10,2 %) (20,4 %) (44,9 %) (11,0 %) (20,2 %) (32,1 %)
BAoOKY TpoBeAeHUS UAKT 12/49 8/49 20/49 19/109 16/109 46/109
TeMIIOpaAbHAas AUCIIEPCHUS (24,5 %) (16,3 %) (40,8 %) (17,4 %) (14,7 %) (42,2 %)
CoBOKYyIIHBIE TOKA3aTeAU 30/49 37/49 49/49 39/109 70/109 108/109

(61,2 %) (75,5 %) (100 %) (35,8 %) (64,2 %) (99,1 %)

[MTpumeuanue: XBAIlT — XpoHHnYeCcKast BOCIIAAUTEABHAS ACMUEANHU3UPYIOLLAsi IOAMHEUPOIIATHA.
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KOpelllkax ¥ HepBax 1o AaHHBIM MPT y naniyeHTOB ¢ pa3AUYHBIMUA BapUaHTaMU
XBAIT: XBAIT — xpoHHMYeCKast BOCIAAUTEAbHAsI AeMUEANHU3NPYIOLasi IOAMHENPOIaTHsI;
T — Tunuunas; CAC — cunppom Abtouca — CamHepa; A — AucTasbHas; M — MoTop-
"Hag XBAIT, MPT — MarauTHO-pe3oHaHCHas Tomorpadus. Ha u3ob6pakeHun cTpeAKaMu
YKa3aHO HaKOIIAeHMe KOHTPACTHOI'O BEI[eCTBA U YTOAIIIEHHe CIIMHOMO3TOBBIX HEPBOB
Fig. 5. Frequency of accumulation of contrast agent in cerebrospinal roots and
nerves according to MRI data in patients with various CIDP variants: CIDP —
chronic inflammatory demyelinating polyneuropathy; T — typical; LSS — Lewis — Sumner
syndrome; D — distal; M — motor CIDP; MRI — magnetic resonance imaging. The arrows on
the image indicate the accumulation of contrast agent and thickening of cerebrospinal nerves

4TO 3aTPyAHGeT cUcTeMaTu3aluio nHgopmanuu [8].
B HarreM nccaep0BaHUU BEIOOP UCCAEAYEMBIX Aa0O0-
PaTOPHBIX IOKa3aTeAel OCHOBBIBAACSd Ha HeoOXo-
AUMOCTHU MCKAIOUEHUS 3HAUYUMOM COIYTCTBYIOLILEH
TIATOAOTUY (ayTOMMMYHHBIE 3a00AEBaHUS IITUTOBUA-
HOM >KeAe3bl, CaXapHbLIU AnabdeT, AePUITUTHL POAUE-
BOU KUCAOTHI ¥ BUTaMHUHa B, peBMaToArormueckue
U TeMaToOAOTMYecKue 3a00AeBaHud). BoigBAeHHEBIE
AabopaTOpPHBIE OTKAOHEHUS TaKyKe HOCUAM HeCIIeIln-
druecKkn XapaKTep U He IIPOAEMOHCTPUPOBAAH CTa-
TUCTUYECKU 3HAQUMMBIX Pa3ANYUN MeXKAY IPYIIIaMHu.
YBeanuenne tutpa AH® ormeueno y 30,9 % (38/123),
HEAOCTAaTOYHOCThL BUTaMuHa B12 3aperucrtpupoBaHa
y 43,4 % (53/123) manmeHTOB, HEAOCTATOYHOCTE (PO-
AMEBOM KHUCAOTHI — y 52,6 % (61/116), moBbIIeHme
TAIOKO3BI KpoBU — y 159 % (25/158), uameHeHnue
ypoBHsA TTT — y 24,2 % (29/120), HeCKOABKO Uallle,
yeM B uccaepoBanuu A. Abraham et al. [4].

I'To parsEIM KlehmetJ. etal. (2018),y279% (n=061)
MaIMeHTOB C AM3UMMYHHBIMU TTOAWHEHUPOIaTUSIMU
BBIIBA€HBI ayTOQHTHUTeAA Kracca IgM Kak MUHUMYM K
opHoM u3 mutiieHert — GM1, GD1b uau cyabcatupam
[19]. CoraracHO AQHHBIM A-pa MeA. HayK, mpodeccopa
H. A. Cymonesoit (2013), y nanimenTos ¢ XBAITB dasze
obocTpeHnd (6e3 UMMYHOTepanuy Ha MOMEHT HCCAe-
MOBaHUs) @yTOAHTUTEAA XOTS Obl K OAHOMY U3 IIeCTU
BKAIOUEHHBIX B OOCAEAOBaHUEe TAaHTAMO3UAOB BHISIB-
AeHbl y 40,3 % (n="77) nauuenTtos [20]. B Hamen Ko-
TOpTe aHTUTEAA K TAHTAMO3UAAM M/ VAU CYAB(aTHIAAM
oOHapy>keHbl v 23,9 % (26/101) marueHTOB, TpUYeM
UX OAHOBPEMeHHOe IIPUCYTCTBHE Yallle HaOAIOAAAOCH
pu ceHcopHoM BapuaHTe XBAIT — 57,1 % (4/7). Kpo-
Me TOTO, OTMe4YeHa TEHACHIIVS K aCCOIIMAIlK aHTUTEA
K GM1 c HaAmuYneM HelpollaTu4eCcKou 00AH, y 5 u3 7
TalMeHTOB C HaAMYUeM aHTHUTEeA.

[MapanmpoTemHeMusi SIBASIETCS OAHOM M3 CaMbIX
YaCTBIX CEPOAOTHYECKMX HaxOAOK Iipu XBATI. B uc-
carepoBaHum A. Abraham et al. mapanpoTeuH BBHIAB-
AeHy 35 % (28/79) marmeHTOB, TOTAQ KaK IO AQHHBIM
P. E. Doneddu et al. (2020) yacTtoTa mmapanpoTenHe-

MuU cocTaBAagra 12 % (n=393) [4, 21]. B uccaepoBa-
uum S. Larue et al. (2014) y 60 % (n=10) manueHTOB
C AMCTaAbHBIM BapuaHTOM XBATIT BBIABASIACA Hapa-
npotenH IgM, npudeM y 33 % U3 3TOU MOATPYIIILI
BBIIBAEHBI ayTOAHTUTEAA K MUEANH-aCCOIIUMPOBAH-
HoMYy raukonpoTenny (MAG) [22]. B HalteM uccaepo-
BaHUU [TIapallpoTenH ObIA BEISIBAEH B 27,2 % (36/132)
CAyYaeB, IPEUMYIeCTBEHHO IIpu BapuaHTax XBAIT,
yalle BCero Ipu CeHCOPHOM (eHoTune. B rpymne c
AVCTAABHBIM (DEHOTHUIIOM YaCTOTa ee BhIIBACHUS CO-
craBuaa 40 % caydaeB. OTAEABHO CTOUT OTMETUTD, UTO
B 55,6 % CAy4YaeB napanpoTenH OIIPEAEAEH TOABKO IIPU
ITIOBTOPHBIX MCCAEAOBAHHUSIX CHIBOPOTKY B AMHAMUKE,
YTO NOAUEPKUBaET HEOOXOAUMOCTb HEOAHOKPATHOTO
TeCTUPOBAHUA NaIUeHTOB.

Wccaeposanne LJCOK, mo panabiM R. J. Barohn et al.
(1989), 103BOASIET BEIABUTH IIOBHIIIIEHNE YPOBHSA OEA-
Kay 95 % narueHToB (n = 59), 0AHAKO 3TOT IOKA3aTeAb
He MOXXKeT pacCMaTpPUBAThCSI KaK CaMOCTOATEABHBIN
AMATHOCTUYECKMY MapKep, a AUIIb KaK MOAAEP>KIBa-
oyl Kpurepui Anarnoctuku XBAIT B cooTBeTcTBUM
c pekomenpanuamu EAN/PNS 2021 r. [2, 23]. B na-
111eM KOropTe MaTOAOTUYeCKUM YpoBeHb Oeaka B LICOK
OIIPEAEASIACS HECKOABKO peske — v 74,5 % MaleHTOoB,
IIpU 3TOM HanmboAee BLICOKME ITOKa3aTeAr OTMeUeHbl
Yy HaIleHTOB € AeO0I0TOM B Bo3pacTe 15— 29 aeT, a Tak-
JKe y TaIfMeHTOB C PeNUAUBUPYIONIUM TeUeHUeM U
OCTpOM MaHUecTaler 3a00AeBaHNS.

W3zosrekTpodokycupoBanme IgG B mapHBEIX 00pas-
11ax chIBOPOTKM KpoBu U LJCJOK He uMeeT poKa3aH-
"o cnenucpuunocTu pad XBATT 1 He acconimupoBa-
HO C OIIPEAEAEHHBIMU KAWHUYECKUMU (DEHOTUTIaMMU.
[Tpm 5TOM pe3yAbTaThl MCCAEAOBAHUU OCTAIOTCS
OTPaHMUYEHHBIMU U IPOTUBOPEUMBBIMU: IO AQHHBIM
F. T. Rotta et al. (2000) OAUTOKAOHAABHBIN TUII CUH-
Te3a 1gG BeIABAAACA B 18 % caydaeB XBAIT (n=28),
TOrAd Kak B uccaepoBanumu M. Ruiz et al. 4 Tyt cunTe3a
BBIABAEH Y 19 %, @ 2 TMII — AUILIL Y 2 % HaIUeHTOB C
XBATIT (n=48) [24, 25]. CobcTBeHHBIe HaOAIOAECHUS
IIOKa3bIBAIOT YaCTOTY OIIPEAEAEHUS TaTOAOTHUIECKOTO
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oAurokroHaabHOTO IgG B 21,7 % caydaeB, mpeumylle-
CTBEHHO IIPU TUIIMYHOM (DEHOTHUIIE U, HAIIPOTUB, OT-
CYTCTBHE TaKOBOTO IIPXA CEHCOPHOM BapuaHTe XBATT.
INTapaareABHO € onIpepeAeHreM 2 TUIIa CUHTEe3a OAUTO-
KAOHAABHOTO IgG BEIABAEHO HEKOTOPOE YBEAUYEHUE
yacToTh! BeisiBAeHuss AHO (38,5 %).

CpaBHUTEeAbHBIE MCCAEAOBAHMUS ITOKA3aAM, 4TO
npu tunuyHou XBATT mo cpaBHeHUIO C ee BapUaH-
TaMU BBISIBASIOTCS OOAee BbIpa’kKeHHble KAUHUKO-
SAeKTPO(MU3NOAOTUYECKUE U HeMPOBU3yaAU3allu-
OHHBIE U3MEHEHU, BKAIOUad MNOBHIIIEHUE OEeAKa B
LICOK, cHU)KeHue CyMMapHOTO MBIIIIEYHOTO OTBe-
Ta M YTOAIIleHVE KOPEeNIKOB u/uAm HepBoB [9, 10].
Harmu pe3yAbpTaThl HOATBEPIKAQIOT OOAEE BBIPAKEH-
Hble 3AeKTPO(MU3UOAOTHUECKHEe OTKAOHEHUS V a-
nueHTOB ¢ TunnuHoM XBAIT: yAAHeHHe AUCTaAb-
HOM AAQTEHTHOCTM 1o n.tibialis perucTpupoBaroCh
Yy HAIJUeHTOB C TUIIUYHBIM (DEHOTUIIOM C YaCTOTOU
26,5 %, Torpa Kak nnpu Bapuantax XBAIT Toabko y
7,3 % NanueHTOoB, a IIPU aHAAM3€e COBOKYITHBIX ITOKa-
3aTeAel MaTOAOTMUeCKUe M3MeHeHNs BhIIBAEHBL Y
61,2 % naruenToB ¢ TunuyHov XBAIT npotus 35,8 %
C ee BapUaHTaMU.

[To AQHHBIM PETPOCIEKTHUBHBIX HCCAEAOBAHUY,
YacTOTa HEMPOBU3YAAN3aIIMOHHBIX U3MEHEeHUN TpU
XBAITBapsupyet oT 40 o0 100 %. Hanboaee yacto npu
BbIIOAHeHNYU MPT KOpelnkoB, CHHHHOMO3IOBBIX HEP-
BOB U CIIAETEHUM BBIIBASETCS TUIIEPUHTEHCUBHBLIN
curHana (44 —72 %), Toraa Kak yroauienue (13 —88 %)
U IOCTKOHTpacTHOe ycuneHue (10 —89 %) BcTpeuatoT-
cs pexe [26]. B Hamem uccaepOBaHMU HAKOIAEHUE
KOHTPACTHOTO BellleCcTBa 10 AQHHBIM MPT OBIAO BbI-
SIBA€HO y 14,8 % NmalueHTOB, IPKU 3TOM AOCTOBEPHO
yalre Ipu MOTOpHOM BapuaHTe XBAIT (57,2 %).

BbIBO/Ibl

B coBpeMeHHBIX pearusx AabopaTOpHas AUarHo-
cTUKa y nanueHTtoB ¢ XBAIT urpaer BaXKHYIO pPOAB
B MCKAIOYEHUUM aAbTE€PHATUBHBIX NPUYMH IIOAWHENU-
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OOpaTOpPHBIE XapaKTEPUCTUKU M AQHHBIE HHCTPYMEH-
TaAbHOTO OOCAEAOBAHMA MAIJMeHTOB, MOT'YT CIIOCOOCT-
BOBATh MHTETPAIUU IOKa3aTeAel CBIBOPOTKU KPOBU U
L COK B aATOPUTM AMAaTHOCTHUKY U BEIOOPA OIITUMAAb-
HOU TAKTUKU TePAIluU Pa3ANUHbIX PeHOTUIIoB XBATT.
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