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Dysimmune neuropathies are heterogeneous group of acquired immune-mediated diseases, accompanied by damage to the peripheral ner-
vous system. As a standard therapy, prednisolone and intravenous immunoglobulins are used. Also encouraging efficacy is demonstrated
by the use of a genetically engineered chimeric monoclonal antibody to the CD20 antigen found on the surface of normal and malignant
B-cells — rituximab. Rituximab shows encouraging results. We reviewed the use of rituximab for dysimmune polyneuropathies and de-
scribed our experience in administration of Lewis—Sumner syndrome and myelin-associated glycoprotein related neuropathy with ritux-
imab.
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BseneHue

JuzuMmmyHHble ntoauHeiponaruu (ITHIT) — rpynmna
MPUOOPETEHHBIX UMMYHOOITOCPEAOBAHHBIX 3a00JI€BaHNIA,
IMOpakalomuXx MmepudeprnIecKyio HepBHYIO cucteMy. dn-
sauMMyHHbBIe [IHII mposiBasiioTcs mporpeccupylouiei
MBIIIEYHOM CJ1a00CThIO U HAPYLLIEHUSIMU YYBCTBUTEIbHO-
ctr B KoHeYHOCTsIX. OcTpast (popma mpeacraBiieHa MO~
Heiponatueii [uiteHa—bappe, K XpOHUYECKUM OTHOCSIT
XPOHUYECKYIO BOCIAJIUTENbHYIO N€MUEIMHU3UPYIOLILYIO

ITHIT (XBAIT), MynsTrIOKaTBHYI0 MOTOPHYIO HEBPOITATHIO,
a taxxke [THII, accouimupoBaHHbIe ¢ TapanpoTeruHoM [1].

XpoHnYecKass BOCIIAINTEIbHAS IeMUSTMHI3UPYIOIIAsT
ITHIT — nporpeccupytoias auzummyHHas ITHIT ¢ mocre-
TIEHHBIM HA9aJIOM, CAMMETPUYHBIM ITOPaskeHUEM TUCTATTb-
HBIX ¥ TIPOKCUMAJTBHBIX MOTOPHBIX ¥ CEHCOPHBIX BOJIOKOH.
Pacnpoctpanennocts XBJIIT cocraBaser 1-9 ciyyaeB
Ha 100 TeIc. HaceneHms. [Tatorene3 XB/IIT cBs3aH ¢ UMMYHO-
OITOCpEIOBAaHHBIM TOBPEXICHUEM OCJIKOB MUEIMHOBOM
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0007109KM ieprudepruIecKux HEPBOB. BoiiensIioT Kiaccu-
YecKylo U aTuraHble (hopmbl. K rmocieHuM oTHOCAT CUHI-
pom JIstonca—CamHepa, MOTOPHYIO, CEHCOPHYIO, (hOKaTh-
HYIO U TVCTAJIbHYIO aKCOHAIBHYIO CEHCOPHYIO (hopmy [2].

IMapanporeunemuyeckue I[THIT — rpynmna 3a6oseBa-
HUl TieprudepruIecKoil HEpBHOM CUCTEMBI, COITPSKEHHBIX
¢ cuHTe30M mapanpoterHa. M3 Bcex mamuenTo ¢ ITHIT
y 5—10 % onpenensiercst mapanpoTenHemus. [1apamnpote-
WH — MOHOKJIOHATbHBI!T UMMYHOTJIOOYJINH, CEKPETUpPYe-
MBI TTATOJIOTUYECKUM KJIOHOM B-muMdbonmToB. CuHTE3
TaparnpoTenHa MOXET OBITh CBSI3aH CO 3JI0KAY€CTBEHHBIMU
reMaToJIOTMYEeCKMMU 3a001eBaHUsIMU (MUETOMHasT 00-
JIe3Hb, MaKporIooynuHemusi BanpaeHcrpema u ap.), on-
HAKO Yallle BCTpeyaeTcs 0eCCMMIITOMHAss MOHOKJIOHAJTb-
Hasi TaMMarnaTHsl HeoTpeaeJIeHHOTO 3HaueHust. Jlo Tpetu
TALMEHTOB C MOJUHENPOIAaTUEN HESICHOTO T'€HE3a UMEIOT
MOHOKJIOHAJIbHYIO cekpenuio. B 3aBucumocT oT Tuma
CEKPETUPYEMOTO MMMYHOTJIOOYJTMHA ITapanpoTenHeEMUYe-
ckue ITHII genar Ha moATUNBI, CAMBIM YacThIM M3 HUX
SIBJISIETCST TIOATUII C CEKPeLreil UMMYHOTIO0yTMHA TUTa

M (IgM). TTonoBuHa marmeHToB ¢ IgM-accoumupoBaH-
Hoii [THIT uMmeroT aHTrTeNa K MUETMHACCOLIMMPOBAHHOMY
raukornpotenHy (antu-MAT) [3—6].

B xauectBe Tepanuu 1-ii imHumM 1ist tunudHoit XBITT
u IgM-accoummpoBannoii [THII ¢ antu-MAI ipumeHsi-
I0TCSI BHYTPUBEHHBIE BEICOKOIO3HBIE UMMYHOTJIOOYTMHBI
(BBUTI), koptukoctepounsl, nukiodochamu, miazma-
depes, mra curapoma JIptonca—CaMHepa — KOPTUKOCTE-
pounsl 1 BBUT. [Ipyrie mMMyHOCYIIpeCCOpPHI (a3aTHOIIPUH,
MUKodeHonaTta Mo(eTsT) UCTIONB3YIOTCS B TEPATUU TH-
nuuHoi XBIIT u IgM-accouunpoBanHoit ITHIT ¢ antu-
MAT B xauectBe 2-it imHuw [7]. [IporHo3s mamueHToB 6e3
OTBETA Ha TIEPBUYHYIO TEPATTAIO YACTO HEOMATOTIPUSITHBIH,
TaK KaK cpelcTBa 2-ii TMHUM OOBIYHO TIOXO TIEPEHO-
CATCSI 1 UMEIOT MEeHbITYI0 3(hdekTuBHOCTD. Psam HeOob-
IINX UCCIIeTOBaHWI ITOKa3a 00HAaIeKMBAIOIIYI0 3¢ deK-
THUBHOCTh puTtyKcmMaba (PTM) B JleueHMU TUIIMIHON
XBIAIT u IgM-accounupoBanHoit ITHIT ¢ antu-MAI
(cm. Tabnuy). [Tpumenenne PTM npu cunapome JIbio-
nca—CamMHepa paHee OIMCcCaHOo He OBLIO.
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Results of rituximab use in patients with chronic inflammatory demyelinating polyneuropathy and IgM-associated polyneuropathy with antibodies

to myelin-associated glycoprotein

Study, year Number of participants, n (Therapy protacol O!)servatlon
period, months
XpoHnyeckas BOCHAMUTENbHAS 1eMUETMHU3UPYIOLIAs NOJMHeponaTus
1 (XBAII, pedpakrep- 4 exxeHeneabHBIX BBEIE-
Knecht H. u ap. > 4
> Hasd K KOPTUKOCTEpPO- HMS, Aajiee S BBEACHUI
2004 [8] ugam u BBUT) Kaxsie 3 Mec 24 KJII/IH.I/I'tICCI.(OC SIS0
Knecht H. et al., 1 (CIDP. refi 4 KIv iniecti h Clinical improvement
2004 [8] (_ T ractory to cor- +weekly injections, then 5
ticosteroids and IVIG) injections every 3 months
Bodley- 7 BBEIEHUIA
Y C MHTEpBaJIOM B 3 Hell Knuaugeckoe ynydiieHue
Scott D.D., 1 e . ; 6 R
7 injections with an interval Clinical improvement
2005 [9]
of 3 weeks
Gorson K.C. Kmandeckoe ymyuiienue (n = 1),
u ap., 2007 [10] 2 12 0e3 nuHaMUKHu (1 = 1)
Gorson K.C. et al., Clinical improvement (n = 1),
2007 [10] 4 exXeHeNeIbHBIX BBE- without dynamics (n = 1)
JICHUS
Miinch C. u ap., 4 weekly injections Knnanueckoe yiydineHue (CHIKEHUE
2007 [11] 1 10 6asutoB 1o mkane INCAT ¢ 4 1o 2)
Miinch C. et al., Clinical improvement (INCAT score reduction
2007 [11] from 4 to 2)
Sadnicka A. 2 BBEIECHMS C MHTEPBa-
u ap., 2011 [12] 1 JIoM B 2 Hen™® 6 Knunuueckoe u DMI -ynydiieHue
Sadnicka A. et al., 2 injections with an interval Clinical and EMG-improvement
2011 [12] of 2 weeks *
4 exxeHeIEeNbHBIX BBEIE- Knununueckoe yiyuiieHue y 69 % (yseau-
Benedetti L Bcero 13, u3 Hux Hug (n = 12) yeHue Ha 4 6aia mo mkaitaM MRC

uap., 2011 [13]
Benedetti L. et al.,
2011 [13]

4 BBeneHus 1 pa3
B6Mec (n=1)*

A total of 13, of which 7 4 weekly injections (n = 12)
with refractory CIDP 4 injections 1 time

in 6 months (n=1) *

7 ¢ pedpakTepHOI
XBAIT

ot 12 1o 60
from 12 to 60

1 Ha 2 6aia mo mkaine INCAT),
yxynuenue y 7,7 %
Clinical improvement in 69 % (an increase of 4
points on the MRC scale and 2 points
on the INCAT scale), deterioration in 7.7 %
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Study, year

Querol L. u 1p.,
2015 [14]
Querol L. et al.,
2015 [14]

Number of participants, n

3 (XBAII c anTuTe-
JIaM¥ KOHTaKTUHY- |

3 (CIDP antibodies
to contactin-1 and

neurospasin-155)

Therapy protocol

4 exxeHeNeJIbHBIX BBeIe-
HUS, najiee 2 BBEICHUS
U HeiipodacuuHy-155) ¢ uHTepBajioM B 1 Mec
4 weekly injections, then
injections with an interval

of 1 month

Observation
period, months

Oxonuanue mabauybl
2?

Results

Knnnanyeckoe YIAy4d1i€eHue U1 YMCHBILICHUEC
YPOBHSI aHTUTEJ K KOHTaKTUHY- | 1 HEUpo-
dacuuHy-155 y Bcex malunueHToB
Clinical improvement and reducing the level
of antibodies to contactin-1 and neurospasin-155
in all patients

IgM-accounupoBaHHAs MOJIMHEAPONATHS C AHTUTEIAMH K MUETMHACCOIMAPOBAHHOMY IINKONPOTENHY

Renaud S. u np.,
2003 [15]
Renaud S. et al.,
2003 [15]

Broglio S., 2005
[16]

Renaud S. n gp.,
2006 [17]
Renaud S. et al.,
2006 [17]

Benedetti L.

u ap., 2008 [18]
Benedetti L. et al.,
2008 [18]

Zara G. u 1p.,
2011 [19]
Zara G. et al.,
2011 [19]

Dalakas M.C.
u ap., 2013 [20]
Dalakas M.C. et
al., 2013 [20]

Leger J-M.

u ap., 2013 [21]
Leger J-M. et al.,
2013 [21]

Gazzolla S.

u 1p., 2017 [3]
Gazzolla S. et al.,
2017 [3]

Campagnolo M.
u 1p., 2017 [22]
Campagnolo M.
etal., 2017 [22]

10

13 putykcrumab
13 maie6o

13 rituximab 13 placebo

26 puTyKCUMab
28 mutane6o

26 rituximab 28 placebo

33

33

4 exxeHeneTbHbBIX
BBEIECHUA
4 weekly injections

4 exxeHeIeIbHbBIX
BBEICHUS
4 weekly injections™**

4 eXeHeIeTbHBIX
BBEICHUS
4 weekly injections

12

12

36

24

12

6 (n=120).
42 £23 (n=13).

12

Kiunanyeckoe yiaydineHue y 66 %,
crabunmsanus y 22 % u yXyaueHue
y 11 %; DMTI -ynyqmenue y 77 %;
cHkeHne antu-MAT y 88 %
Clinical improvement in 66 %, stabilized in 22 %
and worsened in 11 %; EMG-improvement
in 77 %; reduced of anti-MAG in 88 %

Knunuyeckoe yxyaiieHue
Clinical worsened

Kimanueckoe yiyuieHue (n = 6),
OMI -ynyamenue (n = 7); cHmkeHue [gM
Ha 58 % u antu-MAT Ha 16 %
Clinical improvement (n = 6),
EMG-improvement (n = 7); reduced of IgM
in 58 % and anti-MAG in 16 %

Knuanyeckoe ynyuienre y 100 %
yepes 1 rom, y 80 % yepe3 2 romany 60 %
yepe3s 3 rona; cHkeHre aHTu-MAT y 90 %
yepes 1 ron, y 80 % vepes 2 rona
ny 60 % uepes 3 rona
Clinical improvement in 100 % after 1 year,
in 80 % after 2 years and in 60 % after 3 years;
reduced of anti-MAG in 90 % after 1 year,
in 80 % after 2 years and in 60 % after 3 years

Knunudeckoe yiydiienve (n = 3); pe3yinb-
Ttatel OMI 1 ypoBeHb IgM 0e3 nuHamMuKu
Clinical improvement (n = 3); results of EMG and
IgM-level without dynamic

Kimnnaeckoe yinydmenue y 53 %; CHIDKeHME
IgM Ha 34 %; cukenne antu-MAT Ha 50 %
Clinical improvement in 53 %; reduced of IgM
in 34 %; reduced of anti-MAG in 50 %

Knunuyeckoe cocrostHue 6€3 IMHAMUKI
Clinical state without dynamic

Kimanaeckoe yaydimenue y 60 %
Clinical improvement in 60 %

Knuaunueckoe ynyuinenue y 54,5 %
Clinical improvement in 54.5 %

Ilpumenanue. XB/I1 — xponuueckas eocnanrumenshas demueaunusupyowas noaunesponamus; aumu-MAI — anmumena k mueaun-ac-
couuuposaromy eruxonpomeury; BBUI — enympueentbie 6b1cok0003HbIe UMMYHO2A00yAuHbL; DMT — snexkmpomuoepagus. Pumykcu-
Mab 6600uacsi 6HymMpueeHHo 6 003e 375 me/m?, Kpome cayuaes, ommeuennwvix: * 1000 me/m? Ha 66edenue; ** 750 me/m? Ha 66edeHue.

Note. CIDP — chronic inflammatory demyelinating polyneuropathy; anti- MAG — antibodies to myelin-associated glycoprotein; 1VIG — high dose intravenous
immenoglobulin; EMG - electromyography.. Rituximab was administered intravenously at 375 mg/m?, except for the cases noted: * 1000 mg/m? for injection;

**750 mg/m?for injection.
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Putykcnmab — reHHO-MHXXEHEPHOE XUMEPHOE MOHO-
KJIOHAIBHOE aHTUTEJIO MBI /9eI0BeKa, 00IaIaoIee CIie-
munaHocThio K CD20 — aHTHUTEHY, 00HApYXMBAaEMOMY
Ha TIOBEPXHOCTH HOPMAJbHBIX M MaJIMTHU3MPOBAHHBIX
B-numpounTos. PTM npuMeHsieTcs B JI€4EHUU HEKOTO-
PBIX TeMO0JIACTO30B U PA3INIHBIX AyTOUMMYHHBIX 3200-
neBaHuii, B ToM yucie [THII. B tabnule npuBeneH 0630p
HUCCIeAOBaHUM, TIOCBSIIEHHBIX HCIIONb30BaHUIO PTM
y nauudeHToB ¢ XBIIT u IgM-accounnpoBanHoit ITHIT
c antu-MAI

Knunuyeckue Habniopenus

IMomneiiponarus JIstonca—Camuepa

Hayuenmra C., 72 1em, 6oneem ¢ 2010 e., koeda cmanu
becnokoums OHeMeHuUe KOJCU CMOon U MblulevHds cAabocme
8 koneynocmsx. B 2014 2. no dannvim snexkmpomuoepapuu
(POMT) eviserena cencomomopuas acummempuynas ITHIT
€ MHOJICECMBEHHbIMU OA0KaAMU MOMOPHO20 Nposederus. bui-
AU UCKAIOYEHbl CcaxXapHulll duabem, Hapyulenus @QYHKyuu
WUMOoBUOHOI Jicene3bl, Napanpomeuremusi, degpuyum guma-
MUHo8 epynnbvl B. B aukeope 6bisisneno yseauuerue cooepica-
Hus 6eaxa do 0,84 e/a, 6 Kposu 0bOHAPYICeHbl aHMUMeNa
K earneauosudam GD1b, GD2u GD3 (om + do +++). Yema-
Hoeaen Oduaeno3 XBIII, nposeden kypc naazmagepesa
be3 aghgpekma. B nocaedyroujem npoucxoouno nocmeneHHoe
Hapacmanue MvlulevHoli crabocmu U HapyuleHuil yygcmeu-
mensrocmu. C 2016 e. nayuenmxa ommeuaem oepaHuyerue
nogcedHesHOIl DessimeabHOCIU: X00Um ¢ MPOCMbI0, NOMepsAa
CHOCOOHOCMb K 8bINOAHEHUIO NPUBLIYHOU doMauiHeil pabombt,
MblieuHas cuna chusuaace no wikane Medical Research Coun-
cil sumscore (MRC sumscore) do 42 6annoe (npu Hopme 60).

C mas 2016 e. nayuenmrka Haxooumcs noo HAWUM Ha-
onrodenuem. Ilpu Heeponoeuueckom ob6credo8anul 8vis61eHA
apegiexcuss 6 pykax u Hoeax, napesvl moviy 00 3 06a1108

6 Kucmu, 20AeHlU U crmone, 8 OCMAanbHbix mvliyax 0o 4 6annios
¢ obeux cmopoH, eunecmesusi KUcmeil, eoneHeil U cmon, mpe-
MOp Kucmell, 31eMeHMbl CeHCUMUBHOI amakKcuu U ncegdo-
amemosa. Ilpu DM obuapyyceHo omcymcmeue ceHCOPHbIX
0Meemog Ha CMUMYASUUIO HEPBOB PYK U HO2, MHOJICECHGEH-
Hble docmosepHble 610KU MOMOPHO20 NPOGeOeHUsl, CHUMNCEHUEe
CKOpOCMU MOMOPHO20 NPOGedeHUst NO Hepeam pyk 0o 25 m/c,
yeeauuenue F-ramenmuocmu 6oaee wem na 30 % om Hopmubt
npU cCMUMYASYUYU Hep8oe8 pyK U Hoe. Buiserennvie usmenenus
coomeemcmeoganu kpumepusam docmogeproii XBII no kpu-
mepusm, npunasmoim ¢ 2010 e. Eeponeiickoii gpedepayueil
Hesponoeuueckux coodbuiecme (EFNS 2010). Omcymcmeue
CEHCOPHbIX 0MBEMO8 U acumMmemputHsle 010KU MOMOPHO20
npoeedenus: ceudemenbcmeosaru 06 amunuyHoi gopme
XBIII — cunopome Jvrouca—Camuepa. Ilo pezyromamam
YVAbMPA38YK0B020 UCCAE008AHUSL HEPBOB BEPXHUX KOHEUHO-
cmeli onpedeneHo mMyabmMu@oOKaibHoe yeeauvernue naouwaou
nonepe1Hoeo ceueHus: nepugeputeckKux Hepeog MaKkCUMAanbHo
00 42 mm? (puc. 1), usmenernue axocmpykmyput Hepéa (ymoin-
WeHHble 2UN0IX0EHHbIE (hacyuKyabl), ygeauuerue niouaou
nonepeuHoe0 ceveHuss CHUHHOMO32068bix Hepeog C5—C7
00 17— 18 mm°.

B urone 2016 e. nauama mepanus npeoHU3040HOM
60 me/cym. K 4-ii nedene mepanuu nayueHmxa ommemuia
Hapacmanue caabocmu 6 Hoeax. B meuenue nocaedyrowezo
Mecsaya neveHus COCMOosHUe nPodoaiICcano yxyouamocs: npo-
epeccuposanu uyecmeumenvHole U 08UamenbHsie paccmpoii-
cmea, cuna Muliuy, CHU3UAACh 8 cpednem Ha 1 6ann é mbluyax
pyk u Hoe (no MRC sumscore 31 6aan), pacuupusace 30Ha
eunecme3uu 00 YPOoGHs. KOAEHHbIX U NOKMEGbIX CYCMABOS.
Saguxcuposana ompuyamenvras 1a060pamopHas OUHAMUKA:
no daunoim IMT 60 6cex uccredo8aHHbIX HEPBAX CKOPOCHb
MOMOPHO20 NPosedeHus ymeHbuuaace Ha 5—15 %, amnaumy-
da M-omeemose — na 25—57 %, aamenmuocms F-omeemog

ClLIPa i

Puc. 1. Ilayuenmka C., 72 sem. Acummempuuroe nopajcerue cpeouHHo20 Hepea y nayuenmiu ¢ cunopomom Jlvrouca—Camuepa npu yavmpasgykoeom
UCcAe008anuU: yeeauenue nIouwadu NonepetHo20 ceveHus Ha npeonaeyse cieda 00 41 mm? é cpasnenuu ¢ HopmanshoLmu 3Haerusmu cnpaga (7mm?). Heps

006eden NyHKmMupom

Fig. 1. Patient C., 72 y. 0. Asymmetric lesion of the median nerve in a patient with Lewis-Sumner syndrome by ultrasound: an increase in the cross-sectional
area on the left forearm to 41 mm? in comparison with normal values on the right (7 mm?). Nerve circled in dotted line
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yeeauuunace Ha 5—15 % no cpashenuro ¢ npedvidyuum pe-
3yabmamom. B kposu onpedeasinuce anmumena K eaHeAu03u-
dam GD1b (+), GD2 (++), GM3 (++), 6 aukeope nosviuie-
Hue 6eaxa do 12/n.

Yuumoieas yxyowernue cocmosuus Ha ¢ore mepanuu
NpeoHU30A0HOM U omcymcmeue sghpexma om naaszmagepesa
6 anamuese, Havama mepanusi PTM: 4 excenedenvuvix ungy-
3uu 6 0oze 375 me/mM? sHympueenHo ¢ unmepearom 6 6 mec.
Ilocae 3asepuwienus 1-e0 Kypca noayueno 3HauumenvHoe
yayuuenue 6 sude yeeauteHust Cuabl Mblull, U 4y8cmeument-
nocmu. Tak, nocae 1-eo kypca PTM koauuecmeo 6annoe no
wrane MRC sumscore ygeauuunocw Ha 45 % u na 7 % npegui-
cuno nokazamenb 00 obocmpenus. JuHamuka MoluueHot cuabl
6 KOHeYHOCMAX Ha (hoHe mepanuu npedcmaenena Ha puc. 2.
1lo dannbim IMT maksice ommeuena noaoxcumensHas OUHamu-
Ka: yeeaueHue cKopocmu npoeeoeHUs o MOMOPHbIM 8010KHAM
Ha 5—30 % u cruxcenue F-ramenmruocmu na 15—20 %, yse-
auuerue amnaumyost M-omeemoe — na 17—22 % (6 yeaom
nokasamenu ayquie, 4em 00 NPUMEHEHUs NPEOHU30A0HA,
Ha 5—15 %). IIpu konmpoavHom anaruse Kposu anmumenda
K eaneauosudam He obHapyucenvl. B nepuod ¢ 2016 no 2018 e.
nauueumka noayuunra 4 xypca mepanuu PTM. Ha goune
mepanuu 00OCMUHYmMo YCmoluueoe yAyMueHue u Onumenvras
Ccmabduau3auus HenpepyieHO NPOSPecCUpo8asguieo panee 3a-
bonesanusi.

IToanHeiiponaTus, aCCOUMMPOBAHHAS C AHTUTEJIAMHU

K MHEJMHACCOIMUPOBAHHOMY LIMKONPOTEHHY

Hayuenmxa I1., 48 rem, 6oaeem ¢ 2010 e., koeda eénep-
8ble N0ABUAOCH OHeMeHUe aadonell u cmon, 8 2015 e. npuco-
edununacey mvlweuras caabocme. Ilpu obcaedosanuu na IMT
BbISIBACHO BbIPAJICEHHOE OeMUeAUHU3UPYOUuee nopadcerHue
MOMOPHBIX U CEHCOPHBIX HEPBOB PYK U HO2, COOMBEMCMEYIO0-
wee kpumepusm docmoseproii XBIII no kpumepusm EFNS
2010. Aumumena k eaneauosudam (GM1, GM2, GM3, GM4,
GDla, GDIb, GD2, GD3, GTla, GT1b, GQ1b u cysvghamu-
0y), aumuHyKaeapHulil paxmop, aHMuHelmpo@puabHble Uil -
monaazmamuyeckue aHmumena, GHmumena K sKcmpazupy-
emMomy s0epHoMy aHmueeHy omcymcmeosdnu. Bwisienena
napanpomeunemus 4,1 e/a, npedcmaenennas IgM. C mas
2015 2. nayuenmia noayuana npedHU3040H 8 003e 65 me/cym
8 meuenue 1 mec ¢ nocredyroueil nocmenesHolu ommeHol
6 meuenue 2 mec. Ha pone mepanuu npednuzononom omme-
YeHO yAyHieHUe COCMOSHUs (YMEeHbUEeHUe BbIPaAICEHHOCMU
napesa mvluiy, npeonaeyuil, Kucmeil u eonereii Ha 1 b6ain,
YMeHbUleHUe 8blpAICEHHOCMU 2unecmesuu), 00HaKo nocie
OKOHYAHUSL KYPCA NeUeHlUsi CUMNIMOMbL PeyuoUsUposany 8 me-
yenue Heckoavkux mecsayes. C urons 2015 e. na npomsice-
Huu 18 mec nposoduics Kypc aeweHus azamuonpuHom 6 0ose
150 me/cym, odHako 3ab60nesarnue npodoaICcano npoepeccupo-
samo. C 2017 e. nauyuenmka ucnvimoiéaem 3ampyoHeHus
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Puc. 2. Junamura motweunoii cuavt no wkane Medical Research Council sumscore y nayuenmku ¢ cunopomom Jlvrouca—Camnepa na ghone mepanuu. 30eco
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Fig. 2. Dynamics of muscle strength on the scale of the Medical Research Council sumscore in a patient with Lewis—Sumner syndrome during therapy. Here

and in fig. 4: CS — corticosteroids, RTX — rituximab, PP — plasmapheresis
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npu xodvbe 6credcmaue GbipaiNCeHHO20 NApe3a Mblully, — pas-
eubameneii eonenu (cmennaxic).

Cmas 2017 2. nayuenmxa Haxooumces 00 HaWUM Habar0-
Oenuem. B kposu evisienenvt anmu-MAT (nabopamopus Dextra-
Imatra, e. Umampa, Qunasndus) é koauvecmee 11872 Ed/ma
(nopma do 1000 Ed/mn). Yemanoeaen duaenos: IgM-acco-
yuuposarnHas noauretiponamus c aumu-MAT. C anpeas 2017 e.
Obl1 NposederH NOGMOPHBLI KYpC mepanuu npeoHU3040HOM
8 0o3e 30 me/cym 6 KombuHayuu ¢ naamagepezom, 00HaAKo
6 c6:3U ¢ bbicmpbiM pazgumuem cunopoma Kywunea u om-
cymcmeuem 3HauuMo20 3gpgexma npuem npeoHU3040Ha Ovin
npekpaujer (obwas orumensHocms Kypca — 2 mec). Ilocae
OMMeHbl NPEeOHU30A0HA CUMAMOMbL NPOOOANCANU HAPAC-
mamo. K ageycmy 2017 2. xo0b6a cmana 603MOICHA MOALKO
¢ Mpocmolo, cuAa CHU3UAACL 00 4 641108 6 MblUaxX niey
u npednaeuuii, do 3 641106 — 6 Mbluyax Kucmeii, 2 6an-
108 — 6 mviumyax eonereil u cmon (no MRC sumscore 36
bannos). Ilpu noemoproit IMIT ommeueno cHudCceHUe CKO-
pocmu npogedenust N0 MOMOPHbIM 80A0KHAM 00 14—30m/c,
MHOdICeCmEeHHble 010KU MOMOPHO20 npogedenus (puc. 3),
omcymcmeue F-60an u cencopubix omeemos. Yaompa3ey-
K060e uccaedogarue 8bla8un0 OughQysHble U3MeHeHUs. CIMPYK-
mypel nepugepuueckux Hep8os 8 ude MHONCECMBEHHO20
A0KANbHOR0 YMOAWEeHUs (pacyukyn 6e3 yseauuerus naoua-
du nonepeuHoeo ceuerus.

Yuumoieasn neagpgpekmuernocmo nevenuss npedHu3UoN0-
HOM, azamuonpurom u naazmaghepeszom, 6 aseycme 2017 e.
Hauamo neuenue PTM: 4 exucenedenvrovle ungyzuu 6 dose
375 me/m? enympueenno. Ilocre egedenus 1-ii dozor PTM
OMMeueHO yeeauteHue MblUeMHOL CUAbL U YAYUUIeHUe YYECH -
seumenvHocmu 6 koneunocmsx. Ilocae 3asepuwenus cepuu
u3 4 esedenuii nayueHmMKa cMoena camocmosmenbHo Xo0ums,
YMEHbULUAACD BbIPAJICEHHOCMb nape3a 00 4 641106 8 MblUYax
npeonneuuil, kucmeil, 6edep, eoneneii u cmon (no MRC sum-
score 50 0a1108), 4aCMU4HO peepeccuposanc HapyuieHue
YygCmMEUMenbHOCmU 8 KOHeyHocmsax. B danvheiiuem nevenue
npodoacero 6 pexcume 2 egederus PTM no 1000 me ¢ un-
mepeanom 6 2 Hed, kpamHocmo Kypcoé — I paz 6 6 mec,
6cezo 0o 3 kypcos. Ilo dannvim IMI evisienena nosoxcumens-
Has OuHamuka 6 ude ygeauuenus amniumydst M-omeemoes
Ha 15—37 %, yseauuenus ckopocmu nposedenus no Momop-
HbIM U CEHCOPHBIM 8040KHAM Ha 25—40 %, crudiceHus bipa-
JceHHocmu 610K08 nposederusl, nosgieHus F-eonn u cercoprobix
omeemos. [locae 3 kypcoe PTM (14 mec neuenus) yposets
aumu-MAT ymenvuuncs noumu 0soe (0o 6454 Ed/mn), napa-
npomeuHemMus pa3peuLunacs.

Taxum obpazom, mepanus PTM y daunoil nayuenmiu npu
Y0061emEopUMeNbHOILL NEPEHOCUMOCIIL NPUBENaA K 3HAHUMENbHO-
MY YAVHUICHUIO KAUHUYECKO020 COCMOSIHUSA (OUHAMUKA U3MEHEHUs.
MblUe4HOU cuabl Ha (poHe mepanuu npedcmaesneHa Ha puc. 4),
paspeuieruro napanpomeuHemMuLl, YMeHbUleHUIO YPO8HSL AHMU-
MAT, yacmuunoi Hopmasuzayuu IMT-nokazameneil.
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Puc. 3. Illpuznaku demuesunusupyroujeco nopaxcenus 10Kmeeoeo Hepea
no danubiM dneKkmpomuoepagus y nayuenma c IgM-accoyuuposantoii no-
AuHeponamueil ¢ AHMUMeNamu K MUeAuH-accoyuupo8anHomy 2AuKonpo-
meuny: 610K MOMOPHO2O NPOGEOeHUs NO NOKMEBOMY Hep8y Ha YPO8He nae-
ueg020 cnaemerust (CHUMCeHUue amnaumyosi MOMopHo2o omeema m. abductor
digiti minimi Ha 56 % npu cmumyasyuu nae4egoeo CnAemeHus No CPAGHEHUI)
co cmumyasyueil Ha naeue), CHUdICEHUe CKOPOCMU NPOBeOeHUs. UMNYAbCa
no Hepsy Ha naeye u npeonaeuve 0o 30—31,4 m/c (nopma >50m/c). M-om-
eem — momopuulii omeem, Amna. — amnaumyoa; Ilrow. — naowaos;
Paccm. — paccmosnue; Jlam. — ramenmuocms; Jaum. — 0AumenbHOCHy,;
Ckop. — ckopocms; OmKa. cKop. — OMKAOHeHUe CKOpocmu

Fig. 3. Signs of demyelinating lesion of the ulnar nerve according to electro-
myography in a patient with IgM-associated polyneuropathy with antibodies
to myelin-associated glycoprotein: the motor conduction unit on the ulnar nerve
at the level of the brachial plexus (decrease in the amplitude of the motor response
m. abductor digiti minimi by stimulator level 56 % brachial plexus compared with
stimulation on the shoulder), reducing the speed of impulse conduction along the
nerves on the shoulder and forearm to 30—31.4 m/s (normal >50 m/s). M-res-
ponse — motor response; Ampl. — amplitude; Ar. — area; Dist. — distance; Lat. —
latency; Dur. — duration; Sp. — speed; Sp. dev. — speed deviation
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Puc. 4. JJunamuxa moiuweuroii cunvt no wikase Medical Research Council sumscore y nayuenmiu ¢ anmu-MAT-accoyuuposanHoii noaunesponamueii Ha ghoxe

mepanuu

Fig. 4. Dynamics of muscle strength on the scale of the Medical Research Council sumscore in a patient with anti- MAG associated polyneuropathy during therapy

PTM vy naumuentroB ¢ XBJIIl u nmapanporenH-accouu-
upoBaHHoil [THIT B yactu ciiyyaeB mMo3BOJISIET JOCTAYD
CTaOMIIBLHOTO Pe3yabTara Mpy YAOBIETBOPUTEIBHOM Tie-
peHocumoctu. [lokazaHugaMu K ucnojb3zoBanuo PTM
y mauueHTku ¢ antu-MAT TITTH siBunuck Huskas ad-
(beXTMBHOCTB M HEYIOBJIETBOPUTETbHAS IEPEHOCUMOCTh
MpeaHN30/0HA. Y MalMEeHTKU ¢ CUMHApOMOM Jlbrouca—
CamHepa TTpOM30IIIIO0 YCYryOJieHre HEBPOJOTMYECKOTO
neduimTa Ha (hoHE TTpueMa MPeTHN30JI0HA, YTO SIBJISIETCS
penkum (peHOMEHOM, YXYAIIAIOIINM ITPOTHO3, YTO TAKXKe
noTpeboBano cMeHbl Tepanuu [23].

Enunbix pekomMeHgauuii 1Mo KpaTHOCTU BBEIEHUS
PTM npu nuzummyHHbix [THIT HeT, mosTomy mid jieue-
HUS OMMMCAHHBIX MAlIMEHTOB OB BHIOpaHBI Hanbosee
pacrpocTpaHeHHbIE cXeMbl. B pe3ynbrate mpoBeeHHOTO
JIEYEHMS TTOTyIeHO YAYIIIEHUE KIIMHUIECKOTO COCTOSTHUST
¥ 00BEKTUBHBIX MIOKA3aTeJIel IPOBOIMMOCTH T10 repudde-
pUYeCKUM HepBaM 1o JaHHbIM OMI y 006enx mauneHToK.
IMTomMuMoO 3TOTO, OTMEUEHO CHIDKCHUE YPOBHS aHTH-MAT
Kk raarmuo3ugam GD1b, GD2, GM3. [1pumenenne PTM
XOPOIIIO IEPEHOCUIIOCH, 3HAYMMBIX TTOOOYHBIX 3(pheKTOB
OTMEYEHO He ObLTO0. AHAJIOTUYHBIE PE3YJIBTAThI TOJTYYEHbI
¥ ApyruMU uccienoBatensymu [13—19].

Ha maHHBII MOMEHT OITyOJIMKOBAHO HEOOJIBIIIOE KOJIH -
YeCTBO UCCJIEIOBAHMM, MOCBSILEHHbBIX TpuMeHeHUI0 PTM
y nauueHTtoB ¢ XBIT u IgM-accouuupoBanHoit ITHII
¢ antu-MAI. UcnonszoBanue PTM nipu cunnpome JIbio-
nca—CamHepa onucaHo Bnepsbie. Kpome Toro, B 60Jb-
IIMHCTBE CBOEM TaKWe UCCIIeIOBAHUSI BBHITTOJIHEHBI HA Ma-
JIOM KOJIMYECTBE IMAIIMEHTOB, 0€3 KOHTPOJbHOW TPYIIITHI
U C TIPUMEHEHNEM PA3IMYHbBIX CXEM BBEJIEHUSI MTperapara.
Ot4acty 3TO OOYCIOBJIEHO HE OYeHb BBICOKOW pacmpo-
CTPaHEHHOCTHIO JaHHBIX 3200JIeBAaHNIT M OTHOCUTEIHLHO
BBICOKOI 3(h(hpeKTMBHOCTBIO Tepanuu 1-if tuaum. JIBa paH-
JIOMU3MPOBAHHBIX CJIETIBIX T1a1Ie00-KOHTPOJIMPYEMBIX C-
CJIeMOBaHUS TIOKA3aIM MPOTUBOPEUMBBIE pe3yabraTsl |20,
21]. Hanbosnee BeposSITHO, UTO TaHHBIE 3a00JIEBAHNS SIBJISI-
IOTCSI TETEPOTEeHHOM TPYINIION, U JajbHEHLIee U3ydyeHue
TTO3BOJIUIT BBIAETIUTH CPEAN TAHHBIX TTAIMEHTOB ITOATPYTITTHI
C Pa3IMYHBIM TE€UEHUEM U, CIIeJOBATEIbHO, PA3TMUYHBIMU
TepaneBTUIeCKUMHU roaxoaamu. [larmeHTsl, He OTBETUB-
1€ Ha CTAHJAPTHYIO TEPATUIO, a TAKXKE Te, y KOTO TaKast
Tepanusi COMpsKeHa C Pa3BUTHEM 3HAYMMBIX TOOOYHBIX
3 GEKTOB, SIBISIOTCS KaHaugaTaMu st JedeHnst PTM.
Heo6xonrMo mpoaoikKuTh KITMHUYECKOE U3yYeHUe TIPH -
MmeHeHus1 PTM y nanieHToB ¢ Au3umMMyHHbiMU TTHII.
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