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PEAKME FEMATOJ/IOrMYECKMUE
SABOJIEBAHMA U CUHAPOMDbI
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PEDQEPAT

YcTaHOBMEeHWe anarHo3a MOHOK/IOHA/IbHOM raMmanaTtim
HEACHOrO 3HAYEeHNS COMPSXKEHO C LUMPOKUM AMarHocTuye-
CKMM MOMWCKOM, T.K. CEKpeLMs napanpoTenHa BCTpevaeTcs
npu pasHblx 3a6onesaHnax. OgHMM 13 Takux ABNSeTCS ge-
MUENNHN3NPYOLLAa MNOMMHENPONATUS, accouMmpoBaHHada
C MOHOK/IOHasbHbIM IgM 1 aHTUTEenamMm K MUEMH accoum-
npoBaHHOMY rvkonpoTteunHy (AMNAM). B nepsoii nuHum ne-
YeHUs Npu 3TOM 3a601EBaAHNN UCMONb3YETCS NPEAHU30/IOH,
BHYTPUBEHHbIA WMMYHOIr/IOOYNNH. Y nNaunmeHToB C pesu-
CTEHTHbIMM hopMaMK CTaHOapTHaA Tepanus BTOPOW TMHUK
He onpepgeneHa. [MpuBegeHO KNMHMYeckoe HabnopgeHue
naumeHtkn ¢ ANAM, KOTOpoW paHee NPOBOANNIOCH leyeHmne
NpPeaHM30/10HOM, @3aTUOMPUHOM, BbINMOMHANNCL NPoLEeaypbI
nnasmadepesa, oOHAKO ANUTENbHbIA 3dEKT AOCTUMHYT
TOMBbKO MOC/E NPUMEHEHNSA pUTyKCMMaba.

KnioueBble cnoBa: napanpoTenH, MOHOK/IOHa/IbHas
raMmanatus HeacHoro 3HadeHus (MIMH3), muenuH-
accoummpoBaHHbIi rnvkonpoteng (MADD), nonvHen-
ponartus, putykcumao.
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ABSTRACT

Monoclonal gammopathy of undetermined significance
is diagnosed on the basis of an extensive search for a di-
agnostic reason as paraprotein secretion occurs in differ-
ent diseases. One of such is demyelinating polyneuropathy
associated with monoclonal IgM and antibodies to myelin-
assosiacted glycoprotein (AMDP). The first-line treatment
of this disease is based on prednisolone, and intravenous
immunoglobulin. The second-line therapy of treatment-re-
sistant patients is not determined. The case report of patient
with AMPD who received therapy with prednisone, azathio-
prine, plasmapheresis is presented. Stable response was
reached by rituximab.

Keywords: paraprotein, monoclonal gammopathy
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BBEJEHME

MoOHOKJ/IOHA/IbHbIE TaMManaTUX — CPyIa 3a60JeBaHUH,
CONPOBOXKJAKILINUXCA CceKpeuuer napanporerHa. [lapa-
NpPOTEUH — 3TO MOHOKJIOHAJbHbIH MMMYHOIJIOOY/IMH,
KOTOPBIN cekpeTupyetcsd B-numdornuramu. Eciu napa-
NpPOTEHH BbISIBJIEH B KOJMYECTBe, He MpeBbIIIAINEM
30 r/a, KaKk M30JIMPOBAHHBIN JIaGOPATOPHBINA deHOMeH
W JpYrUx >Kajob HeT, TO JAHAarHOCTUPYIOT MOHOKJIO-
HaJbHYI0 TaMMamnaThi HesicHoro 3HaueHus (MI'H3).
Yacrora MI'H3 noseiiaeTcs ¢ Bo3pactoM U K 70 rogam
MoxeT focturatb 5 % [1]. Cexpenneit napanpoTenHa co-
MPOBOX/IAIOTCS U HEKOTOPBIE OIyX0JeBble 3a060JeBaHUs
(6osie3sHb BasbaeHcTpeMa, MHOXKECTBEHHas MueJioMa
Y Jp.). YctaHoBeHHe auardHosa MI'H3 conpsixeHo ¢ mu-
POKHMM JAMArHOCTUYECKUM MOMUCKOM, T. K. HEO6XOJUMO
WCKJIIOYeHHe 3abosieBaHMN, 3a4acTyl He CBsI3aHHbIX
HaNpsIMYI0 C CUCTEMOU KPOBH (IOJIMHEHRPOMATHS, aMUJIO-
uno3, cudapom lautusnepa, CANOMAD-cuHapom U ap.).
TpaH3uTOpHasi MapanpoTerHeMHUsI MOXET ObITb U IPO-
sIBJIEHHEeM peaKLUU ocTpol ¢pasbl BocnaieHuUs.
[TapanpoTerH-accOMMpPOBaHHbIE NTOJUHEWPONIATUH —
rpynna 3a6oJieBaHui nepudepuieckoid HEPBHOM CHCTEMbI
C cekpelnued MOHOKJIOHAJbHOro Oesnka. KinHuueckas
KapTHHA MOXXET BapbHUpOBAaTh OT YMEPEHHO BbIPaXKEHHON
XPOHUYECKON HelponaThuiecKor 60/ U CEHCOPHBIX Hapy-
LIEHUH B CTOMAX /10 ObICTPO HapacTawllero TeTpanapesa [2,
3]. leMuenMHU3UPYOLAs TOJUHERPOTIATHS C aHTUTETAMHU
K MHeJUH-acCOLMUPOBAaHHOMY MIHKonpoTeuny (AIIAM)
ABJIIETCS OJHUM H3 BapUaHTOB IgM-moJsinHeKWponaTuu.
JlvarHo3 ycTaHaBJ/IMBalOT Ha OCHOBAaHUM THUIIMYHBIX XKaJsl00,
BbISIBJIEHUS] IIPU3HAKOB MOJMHEHpONaTHH MO0 JaHHbIM
asekTpoHeiipomuorpaduu (IHMI), mnapanporenHemuu
Ks1acca M 1 aHTHTeJ K MUeJIMH-aCCOLIUMPOBAHHOMY IJIMKO-
nporteuzy (MAT) B focraTouHom tutpe (> 1:6400 meTomom
UMMyHOpepMeHTHOro aHasiusza) [3]. B mepBoit suHUU
Tepalyy NpYU HapacTaHUM CHWKEHUsI YyBCTBUTENbHOHN U/
WM JIBUTaTeJbHON QYHKIMU HCIOJIB3YIOT NpeJHU30JI0H,
BHYTPUBEHHbIH HMMYHOIJIOOY/IMH. B oTAenbHBIX paboTax
OMMCAH MOJIOKUTEJNbHbIM 30deKT 0T puTykcumaba y
60JIbHBIX € He3)PEeKTUBHOCTbIO MpeAHHU30JI0HA [4-6].
BOJILIIMHCTBO HCCAEJ0BAaHUN BKJIIOYAJI0 MaJio OOJIbHBIX,
M03TOMY Pe3yJIbTAThl 3a4aCTyI0 MPOTUBOPEYUBEI [4, 7-10].

KNNMHUYECKOE HABJTIOAEHUE

[MaguenTtka I.M.A., 1971 ropa poxzaenus. B cepenune
2010 r. nosIBUJI0Ch IOCTENIEHHO HapacTarwllee OHeMeHHe
JganoHei u crom. C 2015 r. npyUcoeUHUIUCH MbIIIEYHASA
c1aboCTh, 3MU304WYECKUEe HMIEepaTUBHbIE I03bIBbI
Ha MoueucnyckaHue, JedeKaluio, IolepxuBaHue
npu yrnoTpedseHU Kuakod nuiu. [lo ganHeiM IHMI
22.01.2015 r. BbIsIBJIEHBI OTYET/IMBbIe MPU3HAKU BbIpa-
’)KEHHOTO0 JleMHeJIMHU3UPYIOIero nopaxeHnss MOTOPHBIX
Y CEHCOPHBIX HEPBOB PYK U HOI. MeT0/JO0M UMMYHOQUK-
calluu KpoBU OGHapy»KeH mapamnpoTeuH (4,1 r/na), npen-
CTaBJIEHHbI UMMYHOIJVIOOYJIMHOM KJacca M.

C 16.03.2015 r. mpoBeJieHa MyJbC-Tepanus METHJI-
npenHU300HOM B o3e 1000 Mr/cyT B TedeHUue 3 JHEHU
¢ KpaTkoBpeMeHHbIM 3¢ dekToM. C Hayasa Mag 2015 r.
ManueHTKa IoJjy4yaja NpeJHU30JI0H B Jlo3e 65 Mr/cyT
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BHYTpPb B TeueHUe 4 HeJ. C MOCAeyolleld NOCTeNeHHON
OTMEHOM NpenaparTa Ha IpoTsikeHuu 2 Mec. [lociie Hayana
Tepanuu NpeJHU30J0HOM OTMeYeHO yBeJUYeHUEe Mbl-
LIIeYHOU CUJIbl, YMeHbllIeHH e BbIpaXKEHHOCTH F'UIIeCTe3UH.
[locsie okOHYaHUsI Kypca JedeHHs, BKJOYasd Iepuo/
MOCTENeHHON OTMeHbl NpeJHU30JI0Ha, CUMIITOMBI pelu-
JUBHPOBAJIM B TeueHHEe HeCKOJbKUX MecsleB. C HIOHSA
2015 r. Ha mpoTskeHUH 18 Mec. MPOBOAUIIOCH JieUeHUE
azatuonpuHoMm 150 mr/cyT 6e3 adpdekta. OTMeuasoch
HapacTaHHUe HeBPOJIOrHyecKoro AedunuTa.

B mae 2017 r. manueHTKa MOBTOPHO 06CJel0BaHa.
B kpoBu (s1abopatopus Dextra Imatra, r. UmaTpa, ®uH-
JISHAMSI) BbIIBJIeHbl aHTUTesa K MAI B KosiM4ecTBe
11 872 epn./mn (Hopma go 1000 en./mu). YcraHoBjeH
JIMarHo3: MOJIMHeHponaTHs, acCOLlMMpOBaHHAs C aHTH-
TenaMmu K MAIL C 4.04.2017 r. npoBeJieH NOBTOPHbBIX
Kypc Tepanuu npeanusonoHoMm 30 Mr/cyT BHYTpb
B KOMOHWHAIMU C NpoleaypamMu mia3Madepesa. B cBa3u
C OBICTPBIM pa3BUTHEM CHHJApoMa KyumMHra v oTrcyT-
CTBHUEM KJIHWHUYECKOTO 3¢ deKTa npeJHU30J0H OTMEHEH
(obwiast AMUTENBHOCTD Kypca cocTaBuia 2 Mmec.). [locie
NpekKpalleHus pyueMa nIpeJHU30/10Ha HEBPOJIOTUYeCKH e
CHMIITOMBI NpoJoJiKaad HapacrtaTb. K uwoHo 2017 T
B CBSI3U C BBbIPaKEHHOM €/1aGOCThbI0 B MbIIIIAX KOHEY-
HOCTeH x0/b6a CTasia BO3MOXHA TOJIbKO C TPOCThIo. [Ipu
noBTopHo¥ JHMI' BhISIBJIEHO CHUXKeHHE CKOPOCTU IPO-
BeJlecHUs 10 MOTOPHBIM BOJIOKHaM. Pesynbrarel Y3U:
BU3yaJIM3UPOBAHbl CIMHHOMO3TOBble HepBbl (C5-C7,
IJleyeBOe CIJIETEHHWEe B HaAK/JIHYUYHOW 4YaCTH, JIy4eBOU
HEPB Ha IJieye, CpeJUHHBIN U JIOKTEBOW HEPBbI Ha MpeJ-
IJ1eybe C IBYX CTOPOH. [Ipu monepeyHoM CKaHMpPOBAaHUHU
IJIOILA/Ib TONIEPEeYHOT0 CeYeHUs UCCIe/J0BAHHBIX HEPBOB
B npejiesiax HopMbl (5-10 mm?). [Ipy Ipo/j0IbHOM CKaHU-
POBaHUM ONpeE/SAITCS MHOXEeCTBeHHble JIOKaJbHble
TUII03XOI'eHHble BepeTeHOoO6Gpa3Hble YTOJIEHUS OT-
JleJIbHBIX MYYKOB BOJIOKOH B COCTaBe NepUdepruyecKux
HEPBOB.

HeBposiornyeckuit cratryc (1.08.2017 r.): Bbicuiue
Mo03roBble QYHKIUU coxXpaHeHbl. [losisi 3peHus (opueH-
THPOBOYHO) B HOpMe, 3payku D = S, poTopeaknuu co-
XpaHeHbl, KOHBEPTeHLMA B HOpMe, 1a3Hble meau D = S.
JIBI>KeHUe IJIa3HbIX 16JI0K B IMOJIHOM 06'beMe, HUCTarMma
HeT. TOYKHU BbIX0/ja TPOMHHUYHOTO HEpPBa 6e360JIe3HEHHBI.
Hanb6poBHble pedsiekcbl D = S, MUMHUYECKHE MBI
6e3 acuMMeTpuu. CUMITOMBI OpaJlbHOTO aBTOMaTU3Ma
oTcyTcTBYIOT. Ciyx He HapyuieH. PoHalus, IJIoTaHUe
He HapylleHbl, HEOHBIN U IJIOTOYHBIA pedJieKChl KUBBIE,
HEOHBIN S3bIYOK U SI3BIK 10 CpeJHEeN JTUHUU. MbIIIeYHbIX
aTpoduil HeT, MbILIEYHbIH TOHYC B KOHEYHOCTSIX CHIXKEH.
CuJia MBILIL: TIJIEYU U TIpeAniedbs — 4 6asiia, KUCTH —
3 6assa, 6eapa — 3 6assia, ToJieHU U CTONbl — 2 6asia
(cymma 6am1oB MRC 36 u3 60 Bo3MOxHBIX). [1y6okue
pediiekchl: crubaTesbHO-JIOKTEBble CHIDKEHbBI D = S,
KapnopasuajbHble OTCYTCTBYIOT, KOJIEHHble HH3KHe
D = S, axu/I0Bbl OTCYTCTBYIOT. [laTosorudeckue ped-
JIEKChI He BbI3bIBAIOTCSA. ['MIlecTe3ust Mo TUMY «BbICOKUX
nepyaTok U roybd». [lanbeHoCoOBY0 TPOOY BHIMOJHSAET
C JIEeTKOW HMHTEHLUEN C JBYX CTOpPOH. B mo3e PombGepra
HEeyCTOMYMBA. MeHUHreasbHble CHMITOMBI OTpHUILa-
TeJIbHbIE.

YuuTbiBas HeapPeKTUBHOCTD NPEJHU30JI0HA, a3aTH-
ONPHHA, a TaKXKe NmpoueAyp miasmadepesa, ¢ 5.08.2017 r.
HayaTo JiedeHHe PUTYKCMMaboM: 4 exxeHe/esJbHbIX
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nH}y3uu B f03e 375 mr/m? B/B. [loc/ie BBeJileHUs IepBOU
J103bl PUTYKCUMaba OTMeEYEeHO yMeHbIleHUe CJIaboCTH
Y y/y4dllleHHe YYBCTBUTEJbHOCTH B KOHEYHOCTsX. [locie
4 BBeZleHUN mNpenapaTa BOCCTAaHOBWJIACH CIOCOOGHOCTb
K CaMOCTOSITEJIbHOMY NepeJiBUKEHHI0, YMeHbLINJIACh
BbIPQ)KEHHOCTDb Nape3a, OTMeYeHa YacTHU4YHas perpeccusi
HapylleHUH YyBCTBUTEJbHOCTH B KOHEYHOCTSX. B fasib-
HeWIleM JieyeHHe NMPOLOJLKEHO B pexuMe 2 BBeJeHUS
putykcumaba mo 1000 Mr ¢ uHTepBajioM 2 HeJ., KparT-
HOCTb KypcoB — 1 pa3 B 6 Mec., Bcero 4 kypca. O6mui
nepuo/, jedyeHus coctaBus 2 ropa. Ilo ganneiM IHMI
15.03.2019 r. moJsiyyeHa NOJOXUTeJbHas JAUHAMUKA
B BU/Ie Y/Iy4lleHUs IPOBOJUMOCTH IO CEHCOPHBIM U MO-
TOpPHBIM HepBaM. Uepe3 14 mMec. noc/ie nepBOro BBeJjeHUs
pUTyKcuMaba ypoBeHb aHTUTea K MAI yMeHbInca
no4yTH BABoe (6454 en./ma ot 21.08.2018 r.), mapamnpo-
TEUH He OllpeJeIsICs.

HeBpoJsiornueckuili craTyc mocJjie 3aBeplleHus Jie-
yeHUs pUTyKcuMa6om (11.06.2019 r.): BeIciIMe MO3TOBbIE
JyHKUMK coXpaHeHbl. MbllIeYHbIX aTPpOGUN HET, MbI-
IIeYHbIN TOHYC B KOHEYHOCTSAX He U3MeHeH. CrJia MbIIIIL;:
IJIedd U Ipefnsiedbss — 5 6aaioB, KUCTU — 4 6aia,
6eapa — 5 6a/10B, rosieHu — 4 6asia, cTonbl — 3 6asia
(obuias cymma 6assioB MRC 52 u3 60 Bo3MOXkHBIX). [1y-
60kue pedJieKchl: crub6aTebHO-JIOKTeBbIe KUBbIe D = S,
KaprnopajauasbHble CHUKeHbl D = S, kosieHHbIe )xuBble D =
S, axusLioBel cHKeHbI D = S. [laTosiornyeckue pedJiekchbl
He BbI3bIBAIOTCA. ['UNecTe3us Mo TUNY NajblieB KUCTeH U
JUCTAJIbHOU YacTH CTOII. [la/bleHOCOBYI0 MTPOGY BBIMOJI-
HSeT yJloBJeTBOpUTeNbHO. B mo3e Pombepra ycroituuaa.
B octasnpHOM 6e3 M3MeHeHU .

[To pganueiM IHMI ot 11.06.2019 r. coxpaHsieTcs
MOJIOXKUTesIbHAsl JIUHaMUKa. [laljueHTKa MOJHOCTBIO
BepHyJ/IaChb K IOBCEJHEBHON [lesTeJbHOCTH, HMMYHOCY-
MPEeCCUBHOM Tepanuu He nojay4aeT (ceHTA6pb 2019 1.).

OBCYXAEHUE

YcraHnoBsienue MI'H3 TpebyeT npoBeieHus AuddepeHu-
aJIbHOM JMarHOCTUKHU C IIMPOKUM CHEKTPOM pasJINYHbIX
3a60JieBaHUH, B T. Y. C IapalpoOTeNH-aCCOLUMPOBAaHHBIMU
nosuHerdponatusamu. JAIIAM aBisgeTcs OoLHUM U3 Bapu-
aHTOB IgM-accoyuMpoBaHHOM NOJIMHEeNponaTuU. TeueHUe
BapbUpyeT OT JAJUTEJbHOIO, B 1[eJIOM 6JIarONpUATHOIO
npoliecca 0 yrposbl pa3BUTHUs TeTpanapesa, Kak 3TO
OTMCAHO B Halllel U Apyrux nybankanuax [11].

JIIAM sBssieTC ayTOMMMYHHBIM 3a60JieBaHUEM.
[lepBast IMHUA Tepanuu — IMpPEJHU30JIOH, OZHAKO 3(-
dekTUBHOCTDL cocTaBJsieT He 6ojiee 50 %. Kpome Toro,
JINTeJibHasl Tepalus NpeJHU30JI0HOM COIpsKeHa € pu-
CKOM pa3BUTHUS OCJOXKHEHUH [12], 4To Mbl HabJHOAAIN
y Hallled NalMeHTKHU.

B cBsi3u c peAKoCcTbIO 3a60JieBaHUs GOJIBIIUX PYIII
NalMeHTOB He OMMCAaHO, a NPOBeJleHHbIe HCCIe/I0BAHUA
10 JIEYEHUIO MalMeHTOB C Pe3UCTEHTHOCTBIO K NpeHU-
30JI0HY [T0Ka3bIBAIOT NPOTUBOPEYUBbIe pe3y/bTaThl. Tak,
B IJ1a1le60-KOHTpoinpyeMoM uccaenoBanuu M.C. Dalakas
Y COaBT. y nanueHToB ¢ JAIIAM (n = 26) puTykcumab mno-
Ka3aJ CTAaTUCTUYeCKH 3HAYUMyr 3pdeKTHUBHOCTHL [4].
B napyromMm, GoJiee mo3jHeM Iiale60-KOHTPOJIUPYEMOM
WCCIeIOBaHUU Tpynnbl nagueHToB (n = 56) c aHaJjo-
TUYHBIMH [IUAaTHO30M U Tepanuel 3dpPeKTUBHOCTb pU-

K/IMHNYECKAA OHKOTEMATO/ON 4

TyKcMMaba OKa3aJlaCh CTaTUCTUYECKH He3Hadyumou [9].
Hau6osee BeposiTHO, uTo [IIIAM siBJ/IsieTCSI reTepOTeHHOMN
rpynnoil 3a6osieBaHUM, a JasbHeHIlNe HCCae[0BaHUSA
M03BOJIAT BBIZE/NUTh CpeiU NallUeHTOB NOATPYIIIbI C pas-
JINYHBIMU T€YEHUEM U JIeYeOHBIMHU MOAX0/JaMHU.

JIMTeNbHOCTh U [J103bl PUTYKCHMaba y MalHeHTOB
¢ JITAM He omnpegeneHbl. Bo3M0OXXHO NpuMeHeHUe, KaK
U TpU JIeYeHUU JPYTUX ayTOUMMYHHBIX 3a00JIEBaHUH,
MeHbIINX /103 (Bcero 2 BBeAeHUsI PUTYKcHMaba mno 500
i 1000 Mr c uHTepBasioM 2 Hex,.) [13].

3AK/TIOMEHUE

[lonvHelponaTvio, acCOUMUPOBAHHYK C IapanpoTeu-
HeMHel, He06X0AUMO BKJ/IIOYATb B CHEKTpP 3ab0JieBaHUH
ansa guddepeHnMaslbHOM JAUArHOCTUKU Y BCeX NalU-
eHToB ¢ M['H3 1 cuMnToMamMu nopaxkeHus nepudepude-
CKOW HEpPBHOU cHUCTeMbl. Mcmosb30BaHME PUTYKCHMaba
y mnanueHTKH ¢ /[IIAM no3BoJIMJIO [AOCTHUYb JIYYLIKMX
110 CPAaBHEHHUIO C IPeIHU30JI0HOM pe3yJIbTaTOB IIPU YZ0B-
JIETBOPUTEJIbHOM NIEPEHOCUMOCTH JIeYeHHU .

KOH®JIUKTbl UHTEPECOB

ABTOpBI 3afBJIAIOT 06 OTCYTCTBUM KOHQJIUKTOB HHTeE-
pecos.

MCTOYHUKN ®UHAHCUPOBAHMUA

HccnenoBaHre He UMeJIO Cl'[OHCOpCKOfI noaAEepPKKH.

BK/IAQ ABTOPOB

KoHuennus u Ju3aiH: BCce aBTOPHI.

Coop ¥ 06paGoTKa JAaHHBIX: BCE aBTOPHI.
IlpesocTraB/ieHHe MaTEPUAJIOB UCC/IEJOBAHUA: BCE aB-
TOPBL

AHa/Iu3 ¥ MHTepnpeTanys AAHHBIX: BCE aBTOPbI.
IloAroTOBKa PYKONMMCH: BCE aBTOPHI.

OKOHYaTe/IbHOE 0A00PEeHUEe PYKOMUCH: BCE aBTOPbI.
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