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Pe3rome

Beenenne. Peokocms xponuueckux npuobpemennvix nonunetiponamuii (ITHII) ¢ demuerunuzupyrouum xapaxmepom
nopavicenust nepupepuiecKkux Hepeos 00yCci08aUsaem mpyoOHOCmU UX OUppepeHyuanbHou OUASHOCMUKU.

Hens paGoTsl: 6biA6Umb SHAUUMbIE KIUHUYECKUE, HEUPOpUSUONOUHECKUE U COHOZpapuiecKue Oupdepenyuab-
HO-OUASHOCTUYECKUE MAPKEPbL NPU XPOHUHECKOU 60CRATUMENbHOU OeMUETUHUSUPYIOU| €Ul ROTUPAOUKYOHEUpOnamuu
(XBOII) u ne-1gM-napanpomeunemuyeckux demuenunuzupyiowux noaunetuponamusix (IJI1).

MarepuaJ 1 MeTOIbI: 6 ucciedosanue 6wino exaouero 80 nayuenmog: 30 — ¢ XBAII, 30 — ¢ ne-IgM-I1/1I1, acco-
YUUPOBAHHOU ¢ MOHOKIOHANLHOU 2ammanamueli Hesichozo 3uavenus (IIIT-MT'H3), u 20 — ¢ ne-1lgM-IIAII, acco-
yuuposannot ¢ aumponponupepamuenvim zadonesaruem (IIQI-JII13). Brarouennvim 8 ucciedosanue nayueHmam
npogedeHvl KiuHuyeckas oyernka Hegponocudeckux napyuenui no wixanam MRC, NIS, BALL, INCAT, IRODS, SARA,;
DHMT - u Y3-uccnedosanus nepupepuueckux Hepeos.

Pesyabrarel. Ommeueno npeobradanue mysicuun 6o écex epynnax (p > 0,05). Ilo cpasnenuto ¢ nayuenmamu ¢ XBIAIT
oonvrnvie ¢ I okazanuce docmoseprno cmapuie, y HUX dawe OMMeyaiucy Heluponamudeckutl 601e60u cUHOpoM
u mpoguueckue napywenus (p < 0,05). V nayuenmos ¢ ILIII-JIII3 ¢ omauvuue om XBIII u IIII-MI'H3 ommeueno
npeobnadanue OUCMANIbHO20 RAMMEPHA PACHPeOeleHUs MbIUEYHOU C1aboCmu U OONbUIAs BbIPANCEHHOCMb CEHCU-
musnoti amaxcuu (p < 0,05). Ilpu DHMI -uccnedosanusix y nayuenmos ¢ XBIII no cpasnenuio ¢ 6onvhvimu ¢ I
npU UCCIe008aHUU MOMOPHBIX B0TOKOH HEPBO8 PYK 3HAYUMO Yauje pecucmpupos8aucs O0Ku npoeedeHus u oucnep-
cust M-eéonn (p < 0,05); a npu uccnedosanuu 08ucamenbHblx HEPEO8 HO2 — OOCMOBEPHO PedNce OMMEUANACh HeBO3-
oyoumocms momopuwix eonokon (p < 0,05). V3-uccredosanue nepudepuueckux nepeos He npooemMoHCmMpuposano
snauumolx paznuyuil mexcoy nayuenmamu (p > 0,05).

3akiaouenue. Hecmomps Ha Hanudue mex Uiy UHbIX OMAUYUMENbHBIX Yepn, AHAIU3 KIUHUYECK020 (peHomund, Heti-
pogusuonocudeckux u conocpaguueckux usmenenuti y nayuenmos ¢ XBIAII u ne-IgM-ITJI1 ne noxasan eévicoxocne-
yuguueckux paznuyuil. dnekmpogopes 6enKos cbleOPOMKU KPOBU ¢ UMMYHODUKCayuell no3eonsem oug@epenyupo-
eamv XB/IT u I1/]I1, a danvuetiwee obcredosanue y OHKO2eMamono2a npu napanpomeutnemuu — paziuyume MIH3
om JIII3.

KnrogeBbie cToBa: XpOHHYECKAs BOCIAIUTENbHAS AEMHEITHHU3NPYIOMIAs TOIMPaIiKyIOHSHPOIIaTHs; mapa-
MPOTEHHEMUYECKUE AEMHUEINHU3NPYIONINE TOTHHEHPOIaTuH; MaparnpoTeHHEMHUS; MOHO-
KJIOHAJIbHASl raMMariaTusi HEeSCHOTo 3HadeHus; JnMmdonponudepaTuBHOE 3a00JIeBaHUE,
aNeKTpodope3 OENKOB CHIBOPOTKH KPOBH ¢ MMMYyHO(HUKcaruel; nuddepeHIaIbHbIi
JIMaTHO3.
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DIFFERENTIAL DIAGNOSIS OF CHRONIC ACQUIRED DEMYELINATING POLYNEUROPATHIES
Grishina D.A., Suponeva N.A., Piradov M.A.
Research Center of Neurology, Moscow, Russia

Abstract

Introduction. The rarity of chronic acquired polyneuropathies (PNP) with the demyelinating nature of peripheral
nerve damage causes the difficulties of their differential diagnosis that persist in our country and abroad.
Objective: to identify significant clinical, neurophysiological and sonographic differential diagnostic markers in
chronic inflammatory demyelinating polyradiculoneuropathy (CIDP) and non-IgM paraproteinemic demyelinating
polyneuropathies (PDP).

Material and methods: 80 patients were included in the study: 30 with CIDP, 30 with non-IgM-PDP associated with
monoclonal gammapathy of unclear significance (PDP-MGUS), and 20 with non-IgM-PDP associated with lympho-
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proliferative disease (PDP-LPD). The patients included in the study underwent clinical evaluation of neurological
disorders according to the MRC, NIS, VAS, INCAT, IRODS, SARA scales; ENMG and ultrasound studies of peripheral
nerves.

Results. The predominance of men in all groups was noted (p > 0.05). Compared with patients with CIDP, patients
with PDP were significantly older, they were more likely to have neuropathic pain syndrome and trophic disorders
(p < 0.05). In patients with PDP-LPD, in contrast to CIDP and PDP-MGUS, there was a predominance of the distal
pattern of muscle weakness distribution and a greater severity of sensitive ataxia (p < 0.05). During NCV studies in
patients with CIDP, compared with patients with PDP, blocks of conduction and dispersion of M-waves were signifi-
cantly more often recorded in the study of motor fibers of the nerves of the hands (p < 0.05); and in the study of motor
nerves of the legs, non-excitability of motor fibers was significantly less often noted (p < 0.05). Ultrasound examina-
tion of peripheral nerves showed no significant differences between patients (p > 0.05).

Conclusion. Clinical phenotype, neurophysiological and sonographic changes in patients with CIDP and PDP do
not have highly specific differences. Electrophoresis of serum proteins with immunofixation makes it possible to dif-
ferentiate CIDP and PDP, and further examination by an oncohematologist with paraproteinemia makes it possible
to distinguish MGUS from LPD.

Keywords: chronic inflammatory demyelinating polyradiculoneuropathy; paraproteinemic demyelinating poly-
neuropathies; paraproteinemia; monoclonal gammapathy of unclear significance; lymphoprolifera-
tive disease; electrophoresis of serum proteins with immunofixation; differential diagnosis.
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Cokpawenus. BIl — ONOK TIpOBEIEHUSA IO MOTOP-
HbIM BoslokHaMm; BAIIl — Bu3yanbHas aHajgoroBas Ika-
na 6oy, AM-BOJIHA — MOTOpPHAs BOJIHA, PETHUCTpUpPYe-
Masi ¢ MBIIIIBI IPH CTUMYJSIMK B AMCTAIBHON TOUKE;
[TI1-MI'H3 — mapanpoTenHeEMUIeCKas IEMUCTHN3H-
pyolias MOJMHEHPONAaTHs, aCCOMUPOBAaHHAS C MOHO-
KJIOHAJbHOW ramMmariatueii HesicHoro 3Hadenus; IT/I1-
JIII3 — napanpoTenHeMuyecKast JeMUSIMHU3UPYIOLIast
HOJIMHENponaTys, acCOLMMPOBaHHAsA ¢ JIUMQomnpou-
¢deparuBabiM 3a0oneBanuem; [IJICH — mnorennman
nelictBus ceHcopHoro Hepsa; ITHII — nonuuelipona-
tust; CIIM — CKOpOCTb MPOBEACHHUS 10 MOTOPHBIM BO-
nokHam; CIlc — ckopocTh MPOBEACHUS TI0 CEHCOPHBIM
BonokHaMm; XBJIII — XxpoHudeckass BOCHAIUTENbHAs
JIEMHEITMHU3UPYIOLIAst MOJIMPaTUKYIOHEH POTIATHS
VY 3U — ynerpa3BykoBoe uccnenosanue; OHMI' — anek-
tponeripomuorpadus; EAN/PNS — European Academy
of Neurology/Peripheral Nerve Society guideline (Pyko-
BozicTBO EBporietickoii akagemun Hesposorun/O0iie-
cTBO 3a0oseBaHuil mepudepuyeckux HepsoB); EFNS/
PNS — European Federation of Neurological Societies/
Peripheral Nerve Society (EBpomnetickas dheneparust He-
Bposiorndeckux o6mecTs/O0mecTBo nepudepuyecKux
3a0oneBanmii nepudepudeckux HepBoB); INCAT —
Inflammatory Neuropathy Cause and Treatment (1kana
«DTHOJIOT Y U JIeYECHHE BOCTIAINTENILHOM HEHpoaTum»);
IRODS — Inflammatory Rasch-Built Overall Disability
Scale (mkanza ONEHKH WHBAJIWIW3AINN TIAFICHTOB
¢ BocnanuTenbHOH Hedpomnarueit); MRC — Medical
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Research Council sum score (mkana cyMMapHO# OLeH-
Ku MbImedHoi cuibl); NIS — Neuropathy Impairment
Score (11Kaia OLEHKH CTENIEHH HEBPONIAaTUYECKUX Hapy-
menwnii); SARA — Scale for the Assessment and Rating
of Ataxia (1kana aJsl OIIeHKH BBIPaKEHHOCTH aTaKCHH).

Beenenue. [Tonuneitponarun (ITHIT) ¢ nemuenunu-
3UPYIOIIMM XapaKTepOM IOPaKeHMs Mepr(eprIecKux
HEPBOB CpEIH BCEro CIEKTpa XPOHUYECKHX MpHoOpe-
teHHsIx [THII BesBsirorest B menee 10% ciydaes [1].
Penkocte maronorun oOycClOBIUBAET TPYAHOCTH IHa-
THOCTUKH M Au(epeHnaIbHOl AMarHOCTUKY, BO3HU-
Karolllue y HEBPOJIOTOB IPHU BCTPEUE C JAHHOM KaTeropu-
eii manmenToB. Hanbolree 9acThIMuU cpeir XpOHUIECKUX
npuoOpereHHbIx Aemuenuausupytomux [THIT sBustor-
Cs1 BApUAHTBI XPOHUYECKON BOCIAIUTEIBHON IEMUEIIH-
HU3UpyoLed nonupaaukyitoneponarun (XBIAID) [2],
B JIMarHOCTHKE KOTOPBIX B HAIIIEH CTpaHe U 3a pyOex oM
COXPaHAIOTCS MpPOOJIEeMBl, B YAaCTHOCTU THUIEpPIUarHo-
ctuka XB/II1 y manmenTos ¢ ITHII apyroro renesa [3, 4].
Tak, gacto nox mackoit XB/II1 ckpriBatoTcs mapamnpore-
WHEMHYECKHE TEMHUETMHU3NPYIOIINE MMOINHEHpOIaTuu
(ITJIT), acconnnpoBaHHBIE C MOHOKJIOHAILHOW TaMMa-
natueit Hesicaoro 3Hadenus (MI'H3), wmm T1JI1, acco-
LUUpOBaHHbIE ¢ JuUMQoIponudepaTuBHEIM 3a00JeBa-
uueMm (JII13) [4, 5]. OcHOBHBIM METOIOM J1a00paTOPHOI
Bepuduranuu [IJII1 sBrnsercs smekrpodope3 Oenkos
CBIBOPOTKH KPOBHU ¢ UMMYHO(UKCAIMEH, TO3BOJISIOMN T
BBISIBUTh NATOJIOTMYECKYIO CEKPELHIO MapanpoTerHa,
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a JanpHelIlee reMaTroliorHYecKkoe o0cieoBaHne —
noatBepauTh unu uckiaounts JIII3 [6]. IIpoBenenusle
uccieoBaHus 3a pyOe:koM W B Hallel CTpaHe UMEIOT
MIPOTHBOPEUYMBBIE JAaHHBIE IO BOIpocy auddepeHu-
anpHOM auarHoctuku XBJII u ITAIT Ha sTane kiauHU-
KO-HEHPO(U3NOIOTHIECKOTO O0CIIEIOBaHUS B CBSI3U
C HEOIHOPOJHON BBIOOPKON BKJIIOUEHHBIX MAIlEHTOB
[7-9]. Tem He MeHee, COTIIaCHO COBPEMEHHOM KJlacCH-
¢ukaumu 3penbix TMMGOUIHBIX 00pa3oBaHUM, Clemy-
er pasnuuars IgM- u He-IgM-MI'H3 [10], yuureiBas
HAJIMYUE OTYCTIMBBIX Pa3Inyuili Mexny HuUMH. Kpome
Toro, nociueauue 10 jeT m3ydaeTcss MOHOKJIOHAJIbHAs
raMmanaTssi KIMHAYECKOrO (HEBPOJOTHUYECKOT0) 3Ha-
YyeHusl, yame OOyCIOBIIEHHAs CEeKpelueil mapampore-
nHa IgM [11]. Pabot, MOCBSIIEHHBIX OCOOCHHOCTSIM
IgM-IIII, nocrarouno, a auddepeHITnaTbHO-IHarHO-
cruueckue Mapkepbl ¢ XB/III onpenesieHbl M TOHSATHBI
[12], mosTOMy B HacTosIIee BpeMsl aKTyaIbHBIM SIBIISI-
€TCs TPOBEJICHUE CPABHUTEIHHOTO HCCIICIOBAHUS KIIU-
HUKO-TIAPaKJIMHUYECKUX JIaHHBIX mainueHToB ¢ XBII
u He-IgM-ITAIL

Leanb wucciaenoBanusi: BBISIBUTH 3HAUYUMbIC KITU-
HUYECKHE, HEHPO(PHU3HOIIOTHUECKUE M COHOTpaduie-
ckue audQepeHInanbHO-IHarHOCTHYECKIE MapKephl
npu XBJII n ve-IgM-ITAII.

Marepuaa u metodbl. [IpoBeneH perpocrexTus-
HBI W TPOCTICKTHBHBIN aHAJIN3 JaHHBIX KIMHAYECKO-
ro W MapakiIuHU4ecKoro odciemoBanus 80 MamueHToB
C XpOHHYECKOW MPHOOPETEHHOW JTeMUEITHHU3UPYIOMIEH
ITHIT: 30 mamumentoB ¢ XB/II, 30 nmarmmenTos c¢ IT/I1
u He-IgM-MI'H3, 20 nauuentos ¢ ITAI1 u ne-IgM-JII13.

Kpumepuu exnrouenus 6 uccieoosanue:

* BO3pact Oonbie 18 mer;

* nocroBepHbld auarHo3 XB/III (tunuusblii Bapu-
aHT) C MOJTHBIM COOTBETCTBHEM JHArHOCTHYECKUM
kputepusim European Academy of Neurology/
Peripheral Nerve Society guideline — 2021 (Pyxo-
BOJICTBO EBporeiickoii akagemun HeBposiorun/O0-
mecTBO 3a0o0JieBaHMN Mepru)epUIeCKUX HEPBOB;
EAN/PNS — 2021) [2];

» noctoBepHblii guarno3 IIJIT u ne-IgM-MI'H3
C TOJHBIM COOTBETCTBHEM JTHArHOCTHYECKUM
kputepusMm European Federation of Neurological
Societies/Peripheral Nerve Society — 2010 (EBpo-
rietickast pemepartiss HEBPOJIOTHIECKUX OOIIecTB/
Oo6mectBo nepudeprueckux 3ab0JIeBaHUN TEepH-
tdhepuueckux HepBoB; EFNS/PNS — 2010) [5];
MIPOBEJICHHE KOMIUIEKCHOTO TIeéMaToj0rH4eCcKOro
o0caenoBanus, uckirounsiiero JII13;

» nocroBepHelid aumarHo3 IIJAIT wu He-IgM-JIII3
C TOJTHBIM COOTBETCTBHEM JINATHOCTUYECKUM KpPH-
tepusim EFNS/PNS — 2010 [5]; npoBeeHue KOM-
TUIEKCHOTO T€MaTOJIOTUYECKOTO  00CieI0BaHuUs,
noateepausiiero JII13;

* moAnmucaHue  UH(GOPMHUPOBAHHOTO
Ha y4aCTHE B UCCIICIOBAHUH.

Kpumepuu uckniouenus uz ucciedo8anus:. BBISBIIE-
HUE TIpu 3MeKTpodope3e OENKOB CHIBOPOTKH C UMMY-
Ho(UKcanuel cexpenuu mnapanporenHa [gM, Hamuane
VHBIX TPUYVH MTOBPEXKACHUS NepudepruiecKkinx HepBOB
(caxapnoro nuabera, neUIKUTa BATAMUHOB TPYyMIEl B,
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nprueM HEHpPOTOKCHYECKUX MpenaparoB, 3JI0yIOTped-
JICHWE aJIKOTOJIEM W JIp.), HAJIMYKe MPOTUBOIIOKA3aHUH
K IIPOBECHHUIO AieKTpoHetipomuorpaduu (OHMI).

Knuanaeckoe oOcieoBaHue MAIMEHTOB BKIIIOYAIIO
aHanM3 Jkajao0, aHaMHe3a, OOIIM OCMOTP C OICHKOH
Tpopuuecknx HapyIIeHHH W HEBPOJIOTHYECKHH OcC-
MOTp C aHAJIU30M HapyleHui mno mkamam Neuropathy
Impairment Score (kaja OIEHKN CTEIIEHN HEBPOIIATH-
yeckux Hapymienuii; NIS), Medical Research Council
sum score (IIKajga CyMMapHOH OIGHKH MBITIICIHOM
cuier; MRC) [13], Bu3yanbHo# aHAJIOTOBO HIKasie 60u
(BAII), Inflammatory Neuropathy Cause and Treatment
(mkana «ITHONOTHUS U JICYSHHUE BOCHANUTENLHON Hel-
pomarun»; INCAT) [14] u Inflammatory Rasch-Built
Overall Disability Scale (umrkama OLEHKM HHBaTUIU-
3allMd TMAIlMEHTOB C BOCHAJIUTENbHOW HeHpomnarueil;
IRODS). OtaenpHOE BHUMaHUE yAETICHO 00bEKTUBHON
OIIEHKE KOOPAMHATOPHBIX HAPYLICHWH, KOTOPBIE OIIe-
HuBaNMCh 1o mkaine — Scale for the Assessment and
Rating of Ataxia (mkana ajisi OICHKH BBIPAKEHHOCTH
atakcun; SARA), 1 aBTOHOMHBIX PacCTPOHCTB.

Heiipodusnonoruueckoe oOcienoBaHue BKIFOYAIO
nposeneare DHMI™ nepudepuueckux HepsoB. Mccie-
JIOBaHKE MPOBOANIIOCH C OJHOW CTOPOHBI IT0 CTAHAAPT-
Holi MeToauke Ha ipubdope Dantec Keypoint G4 (Janus);
OIICHUBAIINCH OOIICTIPUHATHIC MapaMeTPbl HCCIIEN0BaA-
HUSI IBUTATENBHBIX BOJIOKOH cpemuHHOTro (N. medianus),
nokreBoro (n. ulnaris), mybokoro mamobeprioBoro (N.
peroneus prof.) u Gombiebepriosoro (n. tibialis) wHe-
PBOB; a TAKXKe MapaMeTphl UCCIENOBAHUS UyBCTBUTEIb-
HBIX BOJIOKOH N. medianus, n. ulnaris, moBepXHOCTHOTO
manobepioBoro (N. peroneus superficialis) u nkponox-
Horo (Nn. suralis) HepsoB. B kayecTBe pedepeHCHBIX 3Ha-
YEeHWH MCTIONIb30Ballach HOPMaTHBHAs 0a3a, PeKOMEH 10~
BanHas J. Kimura [15]. TemnepaTypa KOKHBIX ITOKPOBOB
Ha ypOBHE JIy4e3aIsICTHOTO U FOJIEHOCTOITHOTO CYCTaBOB
BO BpeMsl HccenoBaHus (PUKCHPOBAIACh Tepes Uccie-
JTOBAHUEM C OJIHOM CTOPOHBI U ObuTa HIXE 33 °C.

VrbTpazsykoBoe uccienoBanue (Y3M) mepudepu-
YEeCKHX HEPBOB MPOBOIUIIOCH C HCIIOJIb30BAHUEM aIlra-
pata yipTpa3BykoBoi auarHoctuku SonoSite EDGE 11
(CHIA) nuaeiiHbIM gatunkoM 6—13 T'm mo mpoTokomy
H.S. Goedee [16]. OneHnBanach miIoIia b IOMePESIHOTO
ceuenus (I11C) HepBoB, U3MepsieMast METOOM SITUIICA
WM BPYYHYIO TIPY HENPaBUIHHON (hopMe TorepeyHiKa
HepBa.

Craructudeckas oOpaboTKa MaHHBIX IPOBOIMIACH
¢ ucnonb3oBanueM nporpammsl Microsoft Office Excel
2016 u mporpammuoro obecniedernst SPSS Statistics 23
(IBM). OcHOBOIi onHcaTeNbHOM CTATUCTUKU OBLTH TIPO-
[EHTHAs JOJs, CpeJHee W CTaHAapTHOE OTKIOHEHHE,
MUHUMYM W MaKCUMyM, MeAnaHa W kBapTuwiu. Kade-
CTBEHHBIC JIaHHBIE OMHMCAHBI B BUJIC YaCTOT ¥ MPOICH-
ToB. HopManbHOCTE pacnpenesieHusi JaHHBIX OLICHUBA-
jJace ¢ nomompro Tecra Ianupo—Yunka. Ilockoneky
pacrpesiefieHre aHAIU3UPYEMBIX MPH3HAKOB BO BCEX
CIIyJasX OTIMYaJIOCh OT HOPMAJIBHOTO, JAJISl CPaBHEHUS
JIByX HE3aBHUCHMBIX BEIOOPOK MCTIONB30BAaJICS METO He-
MapaMeTpUUeCKOM CTaTUCTUKUA — TecT MaHHa—YUTHHU.
CratucTrudeckuil ypoBeHb 3HAYMMOCTH TPUHUMAIICS
paBHbBIM < (,05.
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Tabnuia 1
KAMHMKO-3MHIeMHO0JI0rHYeCcKasi XapaKTePUCTHKA BKIIOYEHHBIX B HCCJIEI0BAHNE NALMEHTOB
XapakTepucTuKa 1-s rpynna 2-51 rpynna 3-s1 rpynna p
KonmuecTBo manuenTos, N 30 30 20 —
KM (n, %) 13:17 12:18 9:11 0,1
Bospact nebrora 6onesHu, et 44 63 64 0,001
Me [LQ; UQ] [32; 53,7] [57; 69] [57; 67,5]
Hpumeuvanue: X — xenmunsr; M — myxuussr; Me [LQ; UQ] — menuana [HUKHHUN KBapTHIIb; BEPXHHN KBAPTUIIB].
Table 1
Clinical and epidemiological characteristics of the patients included in the study
Characteristic Group 1 Group 2 Group 3 p
Number of patients, n 30 30 20 -
W:M (n, %) 13:17 12:18 9:11 0.1
Age of disease onset, years 44 63 64 0.001
Me [LQ; UQ] [32; 53.7] [57; 69] [57; 67.5]
Note: W—women; M — men; Me [LQ; UQ] — median [lower quartile; upper quartile].
Tabunuma 2

Pe3lel>TaT HMMYHOXMMHYECKOI'0 HCC/IC€A0BAHUSA CHIBOPOTKH KPOBH Y NAIIMEHTOB C He-IgM-napanpOTenHeMuqecKuMM AEeMHUESIMHU3UPYIOLIH-

MH HOJ]HHeﬁpOHaTHS[MPI

2-51 rpynna 3-s1 rpynna

Tun U ypoBeHb CEKPETHPYEMOTI0 NapanpoTenHa nAI-MIrH3 nAM-Jam3 p
n=230 n=20
Gx, n (%) 16 (53) 5(25) 0,01
G, n (%) 9(30) 9 (45) 0,07
AN, n (%) 5(17) 6 (30) 0,12
VYpoBens cekpeiin M-ipoTenHa, 1/ 5,25 [cnensr; 9] 7,1[5,2; 8,3] 0,3
Me [LQ; UQ]

HHpumeuwanue: INJAIN-MI'H3 — napanporenHeMudecKkas JEMUEIMHU3HPYIOLIAs MOIMHEHPONATUs, aCCOLMHPOBAHHAs ¢ MOHOKJIOHAIBHON ramMMarnaruei
HesicHoro 3HaueHus; [IT1-JITI3 — nmapanpoTenHeMHUYecKas IeMUCITHHU3UPYIOIAsl TIOJMHEHPOIaTHs, aCCOLMUPOBaHHAs ¢ JTUM(OIpoIrepaTHBHBIM 3a001e-
BaHueM; Me [LQ; UQ] — Menuana [HMKHHIA KBapTUIIb; BEPXHUH KBapTUIIB].

Table 2
The result of an immunochemical study of blood serum in patients with non-IgM paraproteinemic demyelinating polyneuropathies
Group 2 Group 3
Type and level of secreted paraprotein PDP-MGUS PDP-LPD p
n=30 n=20

Gk, n (%) 16 (53) 5(25) 0.01

G, n (%) 9(30) 9 (45) 0.07

A\, n (%) 5(17) 6 (30) 0.12

Secretion level M-protein, g/l 5.25 [traces; 9] 7.1 [5.2;8.3] 0.3

Me [LQ; UQ]

Note: PDP-MGUS — paraproteinemic demyelinating polyneuropathy, associated with monoclonal gammapathy of unclear significance; PDP-LPD —

paraproteinemic demyelinating polyneuropathy, associated with lymphoproliferative disease; Me [LQ; UQ] — median [lower quartile; upper quartile].

HUccnenoBanue 0bu10 07100peHo JIoKambHBIM dTHYE-
ckum komuteroM OT'BHY «HayuHblil eHTp HEBPOIO-
rum», mpotokod Ne 7-5/20 ot 09.09.2022 1.

Pesynbrarbl. Ilo pe3ynpTaraM HEBpPOJIOTHMYECKO-
rO ¥ TEeMaroJOru4eckoro oOCIeAoBaHUS MAMEHTHI
ObUTH pazfieNieHbl Ha 3 TPYyMIbl: 1-10 TPyMHIy COCTaBH-
mu 6oneHBIe ¢ XBAII (n = 30), 2-10 rpynmy — ¢ [IAI1
n He-IgM-MI'H3 (manee I1AI1-MI'H3) (n = 30) u 3-10
rpynny — ¢ [IAIT u ne-IgM-JIII3 (manee [TATI-JIII3)
(n=20) (Tadm. 1).

Pacnipenenennie mo mojaoBoMy NpH3HAKY IOKa3alio
npeoOIaganie KOJMMYeCTBA MYXYHH BO BCEX TIpYIIIAX,
ogHako 0e3 goctoBepHoW pasHuusl (p > 0,05). Ila-
IIUEHTHI 1-i TPyIIBl OKA3aJnCh TOCTOBEPHO MOJIOXKE
0 CpaBHEHUIO ¢ OONBHBIME 2—3-ii Tpym (P < 0,05).

OneHka pa3BUTUS HEBPOJOTMYECKMX  HapyIle-
HU# B ne0roTe 3aboneBanus Bo Beex ciaydasx (N = 80)
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MoKa3ajla HapacTaHWEe CUMIITOMOB B TeueHHe Oomee 8
Hen. (Megmana = 12 [8,3; 15,7]). JlocToBepHBIX pa3iu-
M [0 XapakTepy TeueHus 3aboneBanus B 1-3-if rpyn-
max He OTMEYEHO.

V nanuenTos 2-i 1 3-# rpynn npoaHaau3upoBaH TUIL
¥ ypOBEHb MapanpoTEMHEMUH, BBISABIIEMON MPH dJIeK-
Tpodopese OENKOB CHIBOPOTKH KPOBH C UMMYHO(HUKCA-
et (tabi. 2).

B rpynne mauuentoB ¢ IIJII-MI'H3 ngoctoBepHO
yare BeISIBIsIIach cekpenus [gG-kanma (p < 0,05), Torma
kak y 6ompHbIX ¢ [IJIIT-JIT13 — IgG-nsam6ma (p > 0,05).
3HAYUMBIX Pa3IUYHM 110 YPOBHIO CEKpPEIUH Iapanpore-
wHa B 2-i u 3-if rpynnax orMe4eHo He Obuto. Ha mo-
MEHT 1e00Ta HEBPOJIOTMUYECKHUX HapyIIeHUI HU Yy OJHO-
ro NauueHTa 2-i U 3-i rpymnn 3Ha4uMbIX COMATUYECKHUX
HapyIlleHuil He BeIABIIOCH. Ilpu sToM B 3-if rpymmne
ManyeHTaM I0CJie TeMaTOJIOTHYECKOro 00CnenoBaHus
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Tab6numa 3

CpaBHHUTEIbHBIN aHAJIN3 BHIPAKEHHOCTH HEBPOJIOTHYeCKNX HAPYIIEHWIl B Mepuoa MaHupecTanuy 3a601eBaHusl y manueHToB 1-3-if rpynn
(cymmapHblii 6a11; Me [LQ; UQ))

1-s1 rpynna 2-s1 rpynna 3-1 rpynna
Hlkaubl XBAIT OAn-Mri3 nAamn-Jamn3 p
(n=30) (n=30) (n=20)
NIS (Hopma — 0; BeIpaskeHHbIE HapyieHus — 144) 77 [56; 86] 83 [61; 95] 80 [63; 95] 0,2
MRC (nopma — 60, BeIpakeHHbIe HapymieHuss — 0) 38 [26; 42] 38 [26; 44] 30 [23; 36] 0,1
INCAT (mopma — 0, BeIpakeHHbIEC HapymeHus — 10) 7[4; 8] 71[5; 8] 715; 8] 0,2
IRODS (Hopma — 48, BbIpaskeHHBIE HapynieHUst — 0) 38 [33; 42] 39 [37; 45] 39 [37; 44] 0,5

HIpumeuvanue: XBJIl — xpoHndeckasi BOCHANIUTENbHAs AeMUACIHHU3UPYIomas nonupaaukyiaoneiiponarus; [1JI1-MI'H3 — nmapanporenHemMudeckas sie-
MHENUHU3HPYIOIIas HOIHHEeHPOIaThs, acCOLMIPOBAaHHAs C MOHOKJIOHATEHOM raMmManarrei HesscHoro 3Hadenust; [1/]11-JIT13 — mapanporenHeMudecKas ieMue-
JIMHHU3UPYIOMmAs MOIHHEHPOIaThs, aCCONUUPOBaHHas ¢ JIuMbonpoaudeparuBHbM 3aboneBanuemM; Me [LQ; UQ] — MenuaHa [HIOKHUH KBapTHIIb; BEPXHHIL
xBaptuib|; NIS — Neuropathy Impairment Score (IIkaia omeHKH CTeleHH HeBpomarHdeckux Hapymenuii); MRC — Medical Research Council sum score
(mxana cymmapHoOi oneHku MbimeyHoi cmibl); INCAT — Inflammatory Neuropathy Cause and Treatment (IIkaia 3THONOTHS U JISYCHHE BOCIATHTEILHOH
meiiponarun); IRODS — Inflammatory Rasch-Built Overall Disability Scale (mkana onmeHkn HHBaIHAW3aIUK AIUEHTOB ¢ BOCIATHTENFHON HelipomaTuei).

Table 3
Comparative analysis of the severity of neurological disorders during the manifestation of the disease in patients of groups 1-3 (total score;

Me [LQ; UQ])

Group 1 Group 2 Group 3
Scales CIDP PDP-MGUS PDP-LPD p
(n=30) (n=30) (n=20)
NIS (norm — 0; pronounced changes — 144) 77 [56; 86] 83 [61;95] 80 [63; 95] 0.2
MRC (norm — 60; pronounced changes — 0) 38 [26; 42] 38 [26; 44] 30[23; 36] 0.1
INCAT (norm — 0; pronounced changes — 10) 7[4; 8] 71[5; 8] 71[5; 8] 0.2
IRODS (norm — 48; pronounced changes — 0) 38 [33;42] 39 [37; 45] 39 [37; 44] 0.5

Note: CIDP— chronic inflammatory demyelinating polyradiculoneuropathy; PDP-MGUS — paraproteinemic demyelinating polyneuropathy, associated with
monoclonal gammapathy of unclear significance; PDP-LPD — paraproteinemic demyelinating polyneuropathy, associated with lymphoproliferative disease;
Me [LQ; UQ] — median [lower quartile; upper quartile]; NIS — Neuropathy Impairment Score; MRC — Medical Research Council sum score; INCAT —
Inflammatory Neuropathy Cause and Treatment; IRODS — Inflammatory Rasch-Built Overall Disability Scale.

Puc. 1. CpaBHUTENBHBIN aHAIN3 YACTOTHI XKaj00 y manueHToB 1-3-i rpymm (%)

Ipumeuanue: XBJII1 — xpoHudeckas BOCHAIUTENbHAS AEMUESIMHU3UPYIOIIas onupaaukyaoneiiponarus; [1IJJI1-MI'H3 — naparpo-
TEeHMHEMUYECKas JeMUCITHHI3UPYIOMas MOIUHEHPOaTsl, aCCOMUUPOBAaHHAs ¢ MOHOKIIOHAJILHOW TaMMaraTHeil HesICHOTO 3HaYCHWUS,
TIATI-JITI3 — mapampoTenHeMuYecKas AeMUCITHHU3UPYIOIIas MOJIUHEHPOIaThs, aCCOMUPOBaHHAs ¢ JTUMQONpoTU(epaTUBHBIM 3a-
GoneBaHreM

Fig. 1. Comparative analysis of the frequency of complaints in patients of groups 1-3 (%)

Note: CIDP — chronic inflammatory demyelinating polyradiculoneuropathy, PDP-MGUS — paraproteinemic demyelinating
polyneuropathy, associated with monoclonal gammapathy of unclear significance; PDP-LPD — paraproteinemic demyelinating
polyneuropathy, associated with lymphoproliferative disease
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OBLTN YCTaHOBIICHBI TAKWE TUArHO3bI, KAK MHO>KECTBEH-
Has muenoma (N = 10; 50%), POEMS cunagpom (n = §;
40%) u mazmaruroMa (N = 2; 10%).

Cpasnumenvholii aHanu3 KIUHUYECKUX OAHHDBIX.
Ornenka xajo0, MPEIbABISIEMbIX OOJBHBIMU 1—3-if
TPy, He TIOKa3aJia JOCTOBEPHBIX PA3IIMIHA 110 TPEab-
SIBIISIEMBIM JIBUTATENbHBIM, YyBCTBUTEIBHBIM U KOOP/H-
HaTOpHBIM HapymeHusM (P > 0,05) (puc. 1).

[Tpu sTOM "acTOTa kan00 Ha HeHpomaTHYeCKUi 60-
JIEBOM CHHJIPOM BO 2-i 1 3-i IpyIiax okazajloch JOCTO-
BEpHO BbIILE, YyeM B 1-ii rpynme (P = 0,0034). Honon-
HUTENbHAs OIIEHKa BEIPAYKEHHOCTH 0OJIEBOTO CHHIpOMA
no mkane BAIIl He moka3ana TOCTOBEPHBIX pa3iaHuUit
MEXIy arueHTamMu 2-i u 3-i rpynm (MeauaHa cymmap-
HOTro 0aJjia coCTaBHIIa COOTBETCTBEHHO 5 [3; 6] u 6 [4;
8]; p>0,05).

B crpykrype KInHMYECKON KapTHHBI HEBPOJIOTHYE-
CKHMX HapyIIeHWH y ManueHToB 1-3-i rpymm Bo Bcex
ClIydasx onpezensiach NOJMHEBPONATHIECKask CUMIITO-
Matuka. IIpu 3TOM CpaBHUTENBHBIA AHAIN3 IOJIUHEB-
poINaTuvecKux HapyLIIeHWH B Mepuo] MaHH]ecTaluu
6ome3nn mo mKkame NIS, ABUTATeNBHBIX HapyIIEHUI
no mkane MRC u cTeneHu MHBaIMAU3AIUY 1O LIKAJIaM
INCAT u IRODS He BBISIBHI JOCTOBEPHBIX pa3iHyuil
B rpynmnax 1-3 (tabi. 3).

OTnenpbHBI aHadW3 paCHpPEACNCHUS MBIIIEYHOM
cmabocTy y manueHToB 1-3-i rpynmn B mepuoj] MaHU-
tdhecrammu 6omnes3nn mo mkaire MRC nmponeMoHCTpHpO-
BaJl paBHOMEPHOE BOBIICUEHHE MBIIII] MPOKCHMAIbHBIX
Y IUCTAJbHBIX OTJENIOB KOHEYHOCTEH, a TaKkKe HaJune
OoupIeil BRIPAKEHHOCTH Mape3a B HIDKHUX KOHEYHO-
CTAX BO Bcex ciydasx. OTueTinBoe npeodiajanue Mbl-
[IeYHON CIa00CTH B JUCTAIBHBIX TPYIaX MBI OBLIO
OTMEUYEHO JIMIIb Yy MAIMeHTOB 3-il TPyIIBI [0 CpaBHE-
Huto ¢ 1-if m 2-#1 (p < 0,05). ['mnorpodnn MexKKOCTHBIX
MBI KHCTEH, TOJICHEW U CTON PErHCTPUPOBAIIUCH B 5
n 15% cnyqaes y nmanuentos ¢ IIJII-MI'H3 u ITJII-
JITI3 cooTBeTCTBEHHO U HU y OfiHOTO ManenTa ¢ XB/IIT
(p>0,05).

JIONONMHUTENbHO TpOBeAeHa OOBEKTHBHAS OICHKA
BBIPQXKCHHOCTH CEHCHTHBHOW AaTaKCHUH Y TMaIMeHTOB
1-3-it rpynm no mxane SARA. Y nmanyeHToB 3-i rpynisl
CYMMAapHBIH 0aJuT 0 MIKaie BBIPaXKEHHOCTH CEHCHUTHB-
HOM aTakcHM OKa3aJiCs JOCTOBEPHO BBIIIE MO CpaBHE-
HUIO ¢ 00MBHBIME 1-#1 1 2-1 rpynm — 14 [6; 18] mpoTtus
10 [3; 14] u 11 [4; 15] cootBercTBeHHO (P < 0,05). ITo-
CTypaJIbHBIA TpeMOp KucTel 06Ut oTMedeH y 10% maru-
entoB ¢ XBII u [TAIT-MI'H3, u 'y 20% — ¢ ITATI-JIII3
(p>0,05).

ABTOHOMHBIE HapylleHusi (OpTOCTaTHuecKasi TH-
MMOTOHHSA, CYXOCTh WJIM TIOTIMBOCTH KOXH, 3aI0p HIIN
JIuapes) He BBIABISUIMCh HU Yy OAHOTO ManueHTta 1-3-i
rpymnn. Tpodudeckue HapymeHus (THIEPITUTMEHTAIINS,
M3MEHEHHE IBETa KOXKH HIKHUX KOHEYHOCTEH, acTo3-
HOCTh TOJIGHEH W CTOIN, TPOpHUUECKUE S3BBI) HE ObUIH
OTMEYEHBI y MalUEeHTOB 1-i Tpymmbl, TOraa Kak Bo 2-i
1 3-#1 rpynmax perucTpupoBajIiCch COOTBETCTBEHHO B 30
n 50% cmryaaes (p < 0,05).

Takum o00pazoM, TO CpPaBHEHUIO C MalMEHTaMH
¢ XBAII 6ompabie ¢ ITAIT (2-1 u 3-1 Tpymnma) oxasa-
JIUCh JIOCTOBEPHO CTaplie, OHM 4Yalle MNPEeIbIBISUIN
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*KanmoObl Ha HelponaTudeckuii OOJIEBOW CHHIPOM
¥ UMeJU Tpo(huUecKre HapyIeHUs B HIKHUX KOHEYHO-
cax (P < 0,05). Ilpu stom y mammentos ¢ ITJIT-JITI3
B ommane oT XB/II1 u [TJIII-MI'H3 otmeueHo npeobina-
JlaHWe JUCTAIBHOTO MaTTepHa pachpeaeseHIs] MbIIIed-
HOH cnabocTy U 0ojIbIlast BHIPaXKEHHOCTh CEHCUTUBHOM
atakcuu (p < 0,05).

CpagnumenvHulil ananu3 HeupoPuU3IU0I0ZUYECKUX
napamempoe. I1poBesieH KaueCTBEHHBIN aHaJIU3 MPOTO-
kostoB DHMI -uccnenoBanms nepudepundecknx HEPBOB
y manueHnToB 1-3-if rpynn — Bo Bcex ciydaax (N = 80)
BBIABIISUICSI T€HEPAJIM30BAHHBIA CEHCOMOTOPHBIM He-
BpPAJIbHBIM YPOBEHb MOPAXKEHHUsS MEPBUYHO JIEMHUENH-
HHU3HUPYIOLIETO XapakTepa, COOTBETCTBUE JJICKTPOAMaA-
rHoctryeckuM kputepusimM XBJIIT EAN/PNS 2021, uto
OBUIO 3aJI0’KEHO HaMH B KPUTEPHUH BKIIOYEHUS B JTaHHOE
nccieaoBanue [2].

AHamM3 MPOTOKOJIOB HEUPOPHUZUOIOTHIESCKOTO 00-
CIIEJIOBaHUS BKIIIOUEHHBIX B HCCIIEOBAaHUE MAI[MEHTOB
C XPOHHYECKUMH TNPHOOPETEHHBIMHU IEMHUEINHU3NPY-
oM [THIT moxkasan, yto Helpodu3nonoruueckue
MIPU3HAKH JAEMUEINHN3aINN (YBETHYEHUE JTATEHTHOCTH
Y AJUTEIBHOCTH HETaTHBHBIX (a3 AM-BOJH, CHIKCHUE
BeimuuH Cllv, Hanmmuwe bI1 u qucniepcun M-BounH, yBe-
JMYCHNE JIATEHTHOCTH WJIM BhinaaeHus F-BoiH) y nan-
HOW KaTeropuu MalMeHTOB BBIABISUIMCH Yalle IPU HC-
CJICZIOBAHUHU JBUTaTENbHBIX BOJIOKOH HEPBOB PYK (BO
BCEX CIyd4asx 6 MPU3HAKOB U3 6) MO CPaBHEHMIO C HC-
CJICZIOBAHUEM [IBUTATEIILHBIX HEPBOB HM)KHUX KOHEYHO-
creli (3 nmpu3HakKa u3 6 MpU yCIOBUU COXPaHHOH BO30Y-
TUMOCTH HEpBa).

KonuuectBennslii ananus pesynasratoB DHMI -nc-
CJICZIOBAHUS JBUTATEIbHBIX BOJIOKOH NepUepUIecKux
HEPBOB y MalMeHTOB 1-3-i Tpynn He NMPOAEMOHCTPH-
POBaJI JOCTOBEPHBIX Pa3IWYMi MO BEJIWYMHAM JIATE€HT-
HOCTel n ammutyn 1M-BoiH, a Takxe CIIm (p > 0,05).
IIpu aTom y manimenToB 1-# rpymmst (XBII) mo cpaBre-
Huto ¢ 6onpHbIME 2—-3-i rpynn (ITAI1) npu uccnenona-
HHUM JABUTaTEJIbHBIX BOJIOKOH HEPBOB PYK 3HAUMMO Yalle
peructpuposanuck bI1 u qucnepcust M-oms (p < 0,05);
a IIPH UCCIICOBAHUY IBUTATEIbHBIX HEPBOB HOI' JOCTO-
BEpPHO pEeXe OTMeyallach HEBO3OYOUMOCTh MOTOPHBIX
BoJIOKOH (P < 0,05).

JononHuTensHO y nanueHToB 1-3-i rpynmn ObL1 pac-
CUNTaH WHJEKC TEPMHHAIBHOW JIATECHTHOCTH M-BOIH
no ¢opmyse: pacCTOSHHE MEXIY aKTHBHBIM OTBOZS-
MM 2JIEKTPOIOM M KaTOIOM CTUMYJIHUPYIOILIETO 3JIEKT-
poAa B AMCTANBbHOW TOYKE CTUMYISALUH (MM) : BEJTMYH-
Ha CIIM Ha mucTambHOM ydacTke (M/C) X JaTeHTHOCTh
IM-BojHbI (Mc). MeHbIIe 3Ha4eHUs] HHIEKCa OTMede-
HBI y TTAIMEHTOB 3-i TPYIIIBI, OAHAKO 0€3 JOCTOBEPHBIX
pasmmuuii (p > 0,05). 3nauenne nnaekca < 0,25 ompe-
Jenanoch Toibpko y manueHToB ¢ [IATI-JIII3 npu pern-
cTpauy M-BOJIHBI C MBILIIBI — KOPOTKOTO pasrudare-
JIS TTATTBIEB CTOTI.

KonmuuectBennslii ananus pesynsratoB DHMI -nc-
CIIEJIOBaHUSI CEHCOPHBIX BOJIOKOH TepupeprIecKux
HEpBOB y MalMEHTOB 1-3-i rpymnm He MPOAEMOHCTPH-
pOBaJl JOCTOBEPHBIX Pa3IUYM{ MO BETUYMHAM JIaTeHT-
Hocredr n amruatyn [IJICH, a takxke Cllc (p > 0,05).
ITJICH ¢ omuHakoBOM 4acTOTOM HE PETHCTPUPOBAIUCH
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Tab6bnuna 4
CpaBHUTe/ILHBIN aHAJIU3 pe3yabTaToB ¥Y3-HccienoBaHus nepudepnyecknx Heppos no nporoxoiay H.S. Goedee y nauuenros 1-3-ii rpynn
Heps, ypoBeHb ncci1e10BaHUs l-y;(g)ﬁl]r.ll“a T%}-Iﬂl'lr- %??3 i.;;giﬁi.r[l; b
Hopma n=20 n=15 n=13
CpenuuHblii HepB, npemiedse, N < 10 mm? (Me [LQ; UQ]) 91[8; 10] 8[7;10] 91[7; 11] 0,7
Cpenunnblii HepB, iedyo, N < 13 mm? (Me [LQ; UQ]) 14 [11; 16] 13 [10; 15] 14 [10; 16] 0,3
Bepxuuii ctBon riedeBoro cruiererns, N < 8 mm? (Me [LQ; UQ]) 91[6;11] 8[7;10] 91[7;12] 0,4
Cpennuii cTBoi riedeBoro cruierenns, N < 8 mm? (Me [LQ; UQ]) 10 [8; 12] 11 [9; 13] 11 [7; 14] 0,5
Hwxuuii crBoin miedeBoro cruietenus, N < 8 mm? (Me [LQ; UQ]) 11[9; 12] 10 [8; 11] 12 [9; 14] 0,7

Hpumeyvanue: XB/Il — XpoHnueckas BOCIAIUTENIbHAS AEMUEIUHU3UpYIOLIas nonupagukyinoneiiponarus; [1III1-MI'H3 — napanpoTtennemuyeckas ne-
MHUEITHMHU3UPYIOLIas OTUHEHPONAaTHs, aCCOLIMMPOBAaHHAsE ¢ MOHOKJIOHAIBHOM raMManarueii HesicHoro 3Hayenust; [1AI1-JIT13 — napanporenHemMuyeckas qeMue-
JMHU3MPYIOLIas NOJMHEHpONaTys, acCOMUpoBaHHas ¢ tumdonponudepatuBHbM 3adoneBanneM; Me [LQ; UQ] — Menuana [HWKHUA KBapTHIIb; BEPXHUN
kBapTib|; [1NC — miomans nonepeyHoro ceyeHust; N — HOPMaTUBHOE 3HAYCHHE MapameTpa.

Table 4
Comparative analysis of the results of ultrasound examination of peripheral nerves according to the H.S. Goede protocol in patients of groups
1-3

Group 1 Group 2 Group 3
Nerve, ﬁz‘xch fevel Cipp PDP-MGUS PDP-LPD p
n=20 n=15 n=13

Median nerve, forearms, N < 10 mm? (Me [LQ; UQ]) 9[8; 10] 8[7;10] 91[7; 11] 0.7
Median nerve, shoulder, N < 13 mm?> (Me [LQ; UQ]) 14 [11; 16] 13 [10; 15] 14 [10; 16] 0.3
Upper trunk of the brachial plexus, N < 8 mm? (Me [LQ; UQ]) 91[6;11] 8[7;10] 91[7;12] 0.4
The middle trunk of the brachial plexus, N < 8 mm?(Me [LQ; UQ]) 10 [8; 12] 111[9; 13] 11[7; 14] 0.5
The lower trunk of the brachial plexus, N < 8 mm? (Me [LQ; UQJ) 11[9; 12] 10 [8; 11] 12 [9; 14] 0.7

Note: CIDP— chronic inflammatory demyelinating polyradiculoneuropathy; PDP-MGUS — paraproteinemic demyelinating polyneuropathy, associated with
monoclonal gammapathy of unclear significance; PDP-LPD — paraproteinemic demyelinating polyneuropathy, associated with lymphoproliferative disease; Me
[LQ; UQ] — median [lower quartile; upper quartile]; CSA — cross-sectional area; N — the normative value of the parameter.

IIPH MCCJIEI0BAaHUH YYBCTBUTEIBHBIX HEPBOB HOT Y Ia-
nueHToB 1-3-i rpymm.

Takum obOpa3zom, y manuentoB ¢ XB/II o cpaBHe-
Huto ¢ 6onbHBIME ¢ [T/II1 mpu uccegoBaHNY MOTOPHBIX
BOJIOKOH HEPBOB PYK JIOCTOBEPHO HYallle PETUCTPHUPOBa-
mich BI1 u nqucmepcusi MOTOPHBIX OTBETOB, & IPHU UCCIIe-
JIOBaHMH HEPBOB HOT' PEXKe OTMEUANIach WX HEBO3OYIH-
MocTh (P < 0,05).

CpasnumenvHuulii ananu3 pezyibmama yiompaszey-
K06020 uccinedosanus nepughepuueckux nepeos. Y31
nepudepruuecKuX HEPBOB ObLIO MpoBeaeHO y 20 maiu-
enroB ¢ XB/II, 15 mamuenrtos ¢ ITJIII-MI'H3 u 13 na-
ruentoB ¢ [TT1-JI13 (tabm. 4).

IIpu Y3U nepudepuuecknx HEPBOB MO MPOTOKOIY
H.S. Goedee Bo Bcex rpyrmniax B IMOJIOBUHE CITy4YacB BbI-
sBisuiock xapakrepHoe anst XBJII ysennuenue IINIC
JUIMHHBIX HEPBOB BEPXHHUX KOHEYHOCTEW U yBEIHMUEHUE
JIMaMeTpa CTBOJIOB IUICUEBBIX CIUIETEHUI, OHAKO CTa-
TUCTUYECKOW Pa3HUIIBI OTMeUYeHO He Obuto (P > 0,05).

Takum obpazom, pesynbrar Y3U mepudepudeckux
HEPBOB U IUIEUYEBHIX CIUICTEHUH HE MPOJIEMOHCTPHUPOBAI
3HAYUMBIX PA3IHYUi, MO3BOJIIOMUX TuddepeHITnpo-
Bate XBJII ot IIAII, a Taxxke ITJII-MI'H3 ot ITII-
JII3.

O6cy:xnenue. Ilpobiema nuddepeHUINATEHOTO
nuarnosa mexay XBIIT u ITAII nuckytupyercs B Jiu-
Teparype ¢ KoHHa npouuioro Beka. M.B. Bromberg
U COAaBT. OLICHWIM JaHHBLIE 75 IAllMEHTOB C KIMHUYE-
ckuM ¢enorunom XBJIIT [17]. MI'H3 Obuia BhIsIBIICHA
y 30 manmenToB (40%): y 17 U3 HEX OoTMedaaach MOHO-
knoHanbHas cekpeuus 1gG (57%), y 12 — IgM (40%)
u 'y ogaoro — IgA (3%). [1o cpaBHEHHIO ¢ TAITUEHTAMHU

¢ XBAII mauments! ¢ ITJII-MI'H3 oxazanuce crapiiue,
peo0ITaaiy Juia My»KCKoro 1ojia. OmpeaeuThb Cye-
CTBEHHBIC Pa3IuyMsl B apaMeTpax UCCICAOBAHUA IPO-
BOIAIICH (DYHKIMH JABUIaTCJIbHBIX U UYBCTBUTEIbHBIX
HepBoB Mexay nanuentamu ¢ XBIII u ITAI1-MI'H3 ne
yIa710Ch. ABTOPHI MPUIIUINA K BHIBOJY O TOM, YTO ITaIlH-
eaToB ¢ ITJII-MI'H3 Henb3s OTIMYUTH OT HALKCHTOB
¢ XBAII ma ocHoBanmu naHHbIX OHMI -nccnenoBa-
Hus. K mogoOHBIM BBIBOJIAM TIPHUIIUIA U APYTHE aBTOPHI
[7, 18]. Hammporus, N.C. Notermans u COaBT. IOKa3aJH,
yTo B omnuue ot nanueHTos ¢ XBII mpu ITII1-MI'H3
MpeobaaloT CEHCOpPHBIE HapyIIEHUs, TIOpakeHHe ue-
PETHBIX HEPBOB HEXAPAKTEPHO, IMOIMHEBPOMATHIECKas
CHMIITOMAaTHKa CUMMETPHYHA C MEJICHHO MPOTPECCHU-
pyromum TedeHuem [19].

EnuHCTBEHHBIM CpPaBHUTEIBHBIM HCCIEIOBAHUEM
KITMHUKO-TTAPAKIMHIYECKUX XapaKTePUCTHK MAIIEHTOB
¢ XBIT u ITJII1 8 P® siBnsiercst padbora M.A. ['mH36epr
¢ coasr. [8]. ['pymnma manueHToB ¢ MmapanpoTeHHEMHUEH
Britoana IgM- u ne-IgM-II/JII1. ABTOopbsl OoTMETHIH
PAI KIMHAYECKUX U HEHUPO(PU3HOIOTHIECKUX OCOOCH-
Hocreil mpu [TAIT-MI'H3 u npennoxunu nBa nudde-
PEHIMATBFHO-AMaTHOCTUIECKUX MapKepa — BEIUIHHY
Cllc mo cpeaguHHOMY HEpPBY M aMILTUTYny M-oTBeTa
¢ m.EDB, mpu Tom uTo 00a mapamerpa 3aBHUCHMBI OT
TaKUX COMYTCTBYIOUIMX U YACTHIX COCTOSHUH, KaK Kap-
MaJbHBIM TYHHEJIBHBIA CUHAPOM M paauKynonarus LS.

Tem He MeHee MHOTOUUCIICHHBIC UCCIEIOBAHUS TO-
Ka3aJIi HaJudue 3HAYUMBIX KIHHHYCCKUX M IapakKiv-
HUYECKUX ocobeHHocTeil wmMeHHo npu IgM-TTAII,
B TO Bpemsa kak IgG- u IgA-IIJII1 nporekator momobHO
XBAII [5, 12]. B 310i1 cBsi3u CTaji0 OYEBUIHBIM, YTO
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NCCNEAOBAHNA N KNIMHUYECKE HABMIOAEHWA

IgM- n He-IgM-II/III cnenyeTr paccMarpuBarh OTAEIb-
HO, YTO OTPaXEHO B HOBOH KiacCU(UKALMU 3PENbIX
mumbouHbIX 00pa3oBanuii [10]. B 310t CBs3M MBI IIPO-
BEJIH OTIEIIBHOE CPABHUTENBHOE HCCIEIOBAHNE TAHHBIX
nauuenToB ¢ XB/II u ne-IgM-ITAIT.

Ha nepBuuHoM amOymaTopHOM IIpueMe Bpad MoO-
KET OLIEHUTh aHaMHECTHYECKHe JaHHbIE U HEBPOJIOTH-
yeckuil craryc. COBEpLIEHHO SICHO, YTO 3al0l03pUTh
XBIII nnu III1 y nanueHTa ¢ NOJIMHEBPOIATUYECKH-
MU KaJI00aMu HEBPOJIOTY 00Iero mpoduis HEBO3MOXK-
HO: YYMTBIBasi pEIKOCTh MAaTOJIOIUH, HACTOPOKEHHOCTh
KpaiiHee Hu3Kas. OIHAKO clleAyeT MOAYEPKHYTh, UTO
nporpeccupyromue 0ojee 8§ HeA. JBUraTelbHBIC Hapy-
HIEHHS BO BCEM CIIEKTPE ITOJIMHEBPONAaTHIECKOM CUMIITO-
MaTHKH JOJIKHBI HATOJIKHYTh Bpada y)k€ Ha EpPBUYHOM
MprUeMe Ha MBIC/Ib O Haluuuu y nanuenta XBJII-mo-
no6noit [THII. XoTum nomgdepKkHyTh, YTO BCE MALIUEHTHI
C XPOHHYECKOH MPHOOPETCHHON TeMHEITHHU3HPYIOIICH
ITHII, Bowreamue B HACTOsILEE UCCIENOBAHUE, B IIEPU-
on MaHudecTanuyu O0JE3HN WMENH BSUTBIN TeTpamnapes
pa3Hoi cTeneHu BhIpakeHHOCTH. Kak U B mpeasLaymmx
WCCIIEZIOBAaHUSAX, MBI TMOKa3ald TOCTOBEPHO OOJIBIIYIO
YacTOTy *ajlo0 Ha HelponaTnueckuii 00IeBO CHHAPOM
U Tpoduueckue HapyuieHus Hor y narmeHToB ¢ [TJII1
mo cpasHennto ¢ XBJII (p < 0,05). Oxnako naHHBII
(axT He sBIsIeTcs] BaXXHBIM AuddepeHanbHO-1arHo-
CTHUUYECKHM MapKepoM, TaK KaK He SBISETCS TaTOTHOMO-
HHYHBIM TOJIbKO Juib A1t ITJIIT 1 MmokeT HaOmoaaThes,
Hanpumep, y nanueHtoB ¢ XBJII, acconuupoBaHHOM
¢ caxapHbeiM nuabetom, ¢ BUU-undexmuel u npyrumu
3aboneBaHusAMU. To ecTh (akT HaIM4Msl y MALUCHTA
¢ nono3penneM Ha XB/II1 HeliponaTryeckoro 60JIeBOTo
CHHIpPOMA U TPO(YUUECKUX HAPYLICHUH JOIKEH HACTO-
POXHTh Bpaya B OTHOIICHUU Oosee rmydokoro audde-
PEHIMATBEHO-AUATHOCTHYECKOTO ITOUCKA.

Pan aBropoB noguepkuBatot, yto s I[I/II1 B omiu-
gie ot XBJIII xapakTepHBl Takwe 0COOEHHOCTH, Kak
CUMMETPUYHOCTh CHUMIITOMATHKH, MpeolnagaHue ceH-
COPHBIX M KOOPIMHATOPHBIX HapyIICHUH, a TaKXKe TUC-
TaJbHBIN MATTEPH pacIpeesIeHNs] MBIIIEYHOH claboCcTH
[7-9, 17]. IIpoBeneHHBIN HAMH CPaBHUTEIIBHBIN aHATN3
JaHHBIX HEBPOJOTUYECKOT0 OCMOTpa C OOBEKTUBHON
OIICHKOM BCEr0 CIEKTpa MOIHHEBPONATHYECKHX HApY-
HIEHWH MO IMIKajaM TOATBEPAWJI 3TH JaHHBIE, OJHAKO
B OTJIMYHUE OT KOJUIET YKa3aHHbIE OCOOCHHOCTH MbI BBI-
sBuin y nauueHTos ¢ [I/AI1-JITI3 B otnmnune ot XB/II
u [IAI1-MI'H3 (p < 0,05). YuuTsiBasi, 9T0 MBI OCO3HAH-
HO HE BKJIIOUYWIM B UCCIIEZIOBAaHUE MALMEHTOB ¢ IgM-
[TI1, Hamu He OBLTO OTMEUCHO TIPEOOIaTaHus B TPYIIIIE
nanuenTtoB ¢ [TJII1 Takux HapymeHui, kak MoCTypab-
HBIA TPEMOP ¥ TUTTOTPO(HUN MBI,

Takum oOpazom, 3amono3puth XBII-momoOHyIO
[THIT BO3MOXHO, OJHAKO MO CIEKTPY KaJIo0 W TOJH-
HEBPOINATHYECKUX HApPYLIEHHH ONPEAEIUTbh THUI XpO-
Huueckod npuodperenHoi [THIT u, coorBercTBEeHHO,
muddepentupoBars XB/II u [T/I1, yauteiBas Hecrie-
HU(UIHOCTh HapyIIeHWH, JOCTOBEpHO Hemb3s. [la-
LHUEHTY C CHUMIOTOMOKOMIUIEKCOM IPOTpeCCUPYIOIEH
MpHOOpeTeHHOI ceHCOMOTOpHOI cuMmMmeTpuyHoi TTHIT
B ClydYae, €CIM NpUYMHA HapyLIEHWH HEO4YeBHJIHA, Ha-
3HauaeTcsl J1abOpaTopHasi JAUArHOCTUKA (KaK IMPaBHIIO,
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oOmmii 1 OMOXMMHUYECKUH aHaiu3 kpoBu, RW, BUUY,
rematutel B u C) m OHMI -uccnenoBanue nepudepu-
YECKHUX HEPBOB IS TOATBEP)KIACHMS HAIU4uus y Ma-
[MeHTa TONMHEHPONaTHN W BEepH(PHUKAINNA XapakTepa
HEBpANBHOTO TOBpexaeHus. [lpu Helpoduznonoru-
yeckoM obcrienoBanny y nanuedToB ¢ XB/II u TT/I1
BO BCEX CIIy4asX BBISABIISIOTCS OJHOHAIPABICHHbBIE U3-
MEHEHUS — TeHEepaJU30BaHHBI CEHCOMOTOPHBIM He-
BpaJIbHBIN YPOBEHb NOPAXKEHUS AEMUEIMHU3UPYIOIIET0
XapakTepa; COOTBETCTBUE AIIEKTPOIUArHOCTHYECKUM
kpurepusim XBJII xapaktepHo mi1st o0oux paccMmarpu-
BaeMbIX Ho3oj0Tui [2, 5]. Upe3BbIYaiiHO Ba)KHBIM SIB-
JsieTcsl CIefloBaHWE PEeKOMEeHAalusiM 1mo o0bemy OH-
MI-o0ciemoBanus, ¢ 00s3aTeIbHBIM 00CIE€I0BaHUEM
HE TOJIKO HEPBOB HMKHUX, HO M BEPXHUX KOHEUHOCTEH.
Baxxaolt i TmpakTHYECKOW padoTel WHGpopMaIei
SIBWINCH HAIM JaHHble 0 ToM, uro DHMI -npusnaku
JEMUEIUHU3aUUN MOTOPHBIX BOJIOKOH 3HAYUTENILHO
yale pPEerucTPUpPYIOTCS NMPHU HCCIEIOBAaHUM JUIMHHBIX
HEPBOB PYK, HEXeNW HOT. To ecTh B HEpBaxX HOT TPH-
3HAKM JEMHUETUHU3AIMM HE CTOJIb OUYEBUAHBI BBHUIY
Oonee rpydoro ux (PyHKIMOHAJIBHOIO IOBPEXKICHUS.
B cBs13u ¢ 93TUM BO3HUKAET Ba)KHBIM MPAKTUUECKHI BBI-
BOJI O TOM, YTO HeJb3s IpeHeOperaTh MoAPOOHBIM aHa-
mn3oM OHMI-kapTrHBEI HEPBOB BEPXHUX KOHEYHOCTEH
y MalMEeHTOB U3y4YaeMbIX KaTerOpHil U MOTHOLEHHOTO
U KOPPEKTHOT'O NMPEACTABICHUS O IEPBUYHOM U IPEUMY-
IIIECTBEHHOM XapakTepe MOpaKeHHsI HEPBHBIX BOJIOKOH.

Hecmotrpss Ha upgentuunocts OHMI-oTknoHeHuit
npu XBJIIT u [T, netipopusnonorndeckum audde-
peHLUaIbHO-JUAarHOCTUYECKUM Ipu3HakaM npu XB/IT
u ITIII B nuTeparype yAejleHO OTAEIbHOE BHUMAaHHUE.
bonpmmucTBOo M3 Hux omnucansl npu [IgM-ITJII. Tak,
B paHee OMyOJHMKOBAaHHBIX pabOTax MOKa3aHO, YTO JIJIS
[gM-IIIT xapakTepHbl YBEIWYEHHE JATEHTHOCTEH
IM-0TBETOB M HM3KHE 3HAYEHUS MHJEKCa TePMUHAIIb-
HOM nareHTHOCTH aM-otBetoB, a mrsa ITJII-JIII3 —
NpPU3HAKK TPYOOTr0 BTOPUYHOTO MOPAKEHUS AKCOHOB
JIBUTaTEJIbHBIX U YyBCTBUTEIBHBIX HEPBOB HIXKHHUX KO-
HeuHoctel [20-22]. Hamre uccrnenoBanue mOATBEPKIa-
eT omyOJMKOBaHHBIE paHHEe JaHHBIE O BBICOKOW dHa-
cToTe HeBo3OyaumMocTth HepBoB Hor mpu [TJI1-JIIT3,
MpU 3TOM MBI OTMETWJIH, YTO y mnamueHToB ¢ XBJIII
MIpH UCCIIEOBAHNN MOTOPHBIX BOJIOKOH HEPBOB PYK J0-
CTOBEpHO yaiie peructpupytorcs BII u qucnepcust Mo-
TopHBIX 0TBeTOB (P < 0,05). Kpome Toro, MbI mokaszanu
HU3KYK 3HAYUMOCTh MHJIEKCAa TEPMHHAIBHON JAaTE€HT-
Hoctu B auddepenHumansHoM auarnoze XBIII u He-
IgM-IIJII. HecmoTpst Ha Te WM WHBIE HEUPOPU3UO-
norudeckune ocobdernnoctu npu [1JII1, momaBnstomemy
OONMBIIMHCTBY HepodU3noaoroB HE yhactcs audde-
penmupoBars XBII u ITJII mo manHeiM OHMI-nc-
cnenoBanus. DHMI™ mumeer ompenensromniee 3HaueHHE
B KOHCTaTallMM YpPOBHS MOPa)XEHUs NepudepruuecKoro
HEHPOMOTOPHOTO arnmapara (HeBpalibHbIH), BepuduKa-
LMW PACIPOCTPAHEHHOCTH Mpoliecca (TeHepaaTn30BaH-
HBIH, C BOBJIEYEHHEM HEPBOB PYK M HOT) U BBISBICHUHU
XapakTepa MOpaXeHUS HEPBOB (IEMHUEIHHU3UPYIO-
IIMii), B YeM IIOMOTaeT COIMOCTABJICHUE C JJIEKTPOIH-
arHoctuueckumu kputepusimu XB/III. B stoit cBa3my,
BCEM TMalueHTaM ¢ Tporpeccupyromeid 6oiee 8 Hen.
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nemuenmau3upytomen [THIT (¢ mocToBepHBIM WM Be-
POATHBIM COOTBETCTBHEM 3JJIEKTPOJUATHOCTHYECKUM
kpurepusim XB/III) B 00s3aTensHOM TOpsiaKe HEOOXO-
JUMO TIPOBE/ICHUE 3JIeKTpodope3a OETKOB CHIBOPOTKH
KPOBHU C IMMYHO(HKCAIIEH sl UCKIIIOUYEHHSI TTaparnpo-
TEUHEMHH.

B nocnenHre HECKOIBKO JIET 00CYKIAIOTCST BO3MOXK-
Hoctd Y3U mepudepudeckux HEPBOB B JIMATHOCTHKE
tex wiu unbix [THII. Jlanusiil B UccienoBaHus B Ha-
el cTpaHe elle He MOy IIUPOKOTO PacpoCcTpaHe-
Hus. Tem He MeHee MHTEPEeCEH pe3yabTar IMyOInKaIui,
MMOCBSAMIECHHBIX nuddepeHnnansaoMy muaraosy XB/IT
u [IJII1. B 2021 r. J. Niu ¥ coaBT. H3y4YHJId 0COOCHHO-
CTU YJABTPa3BYKOBbIX HM3MEHEeHHM HepBoB mpu XBJII
(n = 120) u POEMS (n = 34) [23]. [IpoBeneHa orieH-
Ka BEJMYMH TUIOMIAAM ITOTIEPEYHOTO CEYEHUS CPeIHH-
HBIX U JIOKTEBBIX HEPBOB, a TaKXe CTBOJIOB IIJIEYEBBIX
crieTeHnid ¢ nByX ctopoH. Bemmumnaa IIIIC (Memua-
Ha (MuH-Makc)) cocraBuna 14 (6-194) mm? mast cpe-
JMHHOTO HepBa; 9 (4-92) MM? [sl JIOKTEBOTO HepBa
u 14 (7-199) MM asi CTBOJIOB IUICYEBOTO CILICTCHHS
npu XBJIT; u 11 (8-16) MM? ajist CpeIMHHOTO HEPBA;
8,5 (6-13) mm? st mokTeBoro Hepsa u 14 (10-20) mm?
JUIS. CTBOJIOB TIIEYEBOTO CIUICTEHHs TIPH CHHIPOME
POEMS. OrtHolieHHe MaKCUMaJIbHOW/ MHUHUMATBHON
IUIOMIAIA TIOTIEPEYHOTO CEYCHHS CPEAMHHOTO HEpBa
Obu10 3HaunTenbHO BhIe npu XBAIT (2,8 + 2,8), uem
pu cuaapome POEMS (1,7 £ 0,3). [lo utoram uccie-
JIOBaHUS aBTOPHI PEKOMEHOBAJM JBYXATAllHBIM Ipo-
Tokon Y3U HepBoB ¢ onieHkoi He Tonbko IIIIC, HoO u ¢
pacueToM OTHOIICHMSI MAaKCUMalTbHON/MUHHUMATbLHON
IIIIC cpenurHOTO HEpBa, YTO MO3BOJsIET nuddepeHIn-
poBars XB/IIl u POEMS c¢ uyBcTBUTENBHOCTBIO 93%
u crienupuaHOCTEI0 79%. AHaNOTrNYHBIE JaHHBIC OBLTH
MIOJTy4eHBl U IpYTMMHU aBTopamu [24]. B HameMm unccne-
ToBaHUM MEI TipoBes Y3 HepBoB nmanmenTaM ¢ XB/II1
u [IJIl mo mpoTOKoIy, BKIIOUEHHOMY B TOAACPIKH-
Batoiue kputepuu auarHoctuku XBJII, u mokazanu
OJIHOHAIPaBJIEHHbIE N3MEHEHHUS 03 TOCTOBEPHBIX pa3-
mmanii. C IpaKTHYecKol TOYKW 3PEHUS MBITaThes Aud-
tdhepennuposars XB/IT u I[TI1 ¢ nomomrsio Y3U nepu-
(hepuyecKUX HEPBOB BHIUTCS HEIEIECOOOPA3HBIM, TaK
KaK CIWHCTBCHHBIM METOJIOM BEpHU(pHUKAINMH ITaparpo-
TEUHEMHH SIBIISIETCS AIEKTpodope3 OENKOB CHIBOPOTKH
KpOBH ¢ MMMYyHOQHKcauuei [25]. OToensHO ciemyer
OTMETHTb, UTO KpaifHe BaKHO MPH BHISIBIEHUH Maparpo-
TEUHEMHH (J1aXe CIe0BON) MPOBEACHUE 00CIICIOBAHUS
Yy OHKOT'€MaToJIora ¢ 1einbio uckiroueHus JII13.

3akiouenue. PazButre HEBPOJOTUYECKUX HapyIIe-
HUll (IporpeccupoBaHie B TedeHue 6ojee 8 Hell.), KIu-
HUYECKUil (eHOTUN (CEHCOMOTOPHAs CHMMETpHYHAs
[THIT), nelipoduzuonornueckue U CoHOrpaduvecKue
u3MmeHeHus y nauueHtoB ¢ XB/III u we-IgM-IIII we
UMEIOT BbICOKOCTIenn(pUIecKuX AupdepeHInanbHbIX
pasznuyuil.

BrisiBnennsie B xozxe uccienoBanus npu IIJIT te
WIN WHBIE KIMHUKO-HEHPO(PHU3MOIOTHIECKHEe OCOOCH-
HOCTH JAIOT CTIELHATIHNCTY JTOTOJIHUTENbHYIO MOJIE3HYI0
rH(pOpMAIINIO, HO HE MOTYT C BBICOKOH JOCTOBEpPHO-
CTBIO YCTaHOBUTb TOUHBIM AMArHO3. TOJIBKO IIEKTPO-
(hope3 OenkoB CHIBOPOTKH KPOBH C MMMYyHO(HUKcaIneit
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no3BosieT nuddepenmmuponars XBJIIT u IT/II1, BEISBUTE
B TOM YHUCJIC CJICAOBYIO MMAparipoTCuHEMULO, a I[aHI)HeI‘/'I-
mee oOcCiIeJOBaHHE Yy OHKOT€MAaTOolIora — pa3HduTh
MAT-MI'H3 u [TATT-JITT3.

Kon(aukT uHTEpecoB. ABTOPHI 3asBISIIOT 00 OT-
CYTCTBHH KOH(IIUKTa HHTEPECOB.
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