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IHAPAITPOTEMHEMUWYECKHUE TIOJIMHEBPOITIATUH

O.E. 3unoevesa’, /I.K. Hosuxos', H.3. Ouun-300a’, B.B. Pamees®

"Kadenpa HepBHBIX O0JI€3HEH U HEUPOXUPYPIUU UHCTUTYTA KinHI4Yeckor meauiabl, DTAOY BO «IlepBbiit MockoBCKHiA
TOCYIapCTBEHHBIN MeaunHCKIi yarBepcuteT uM. .M. CeuenoBa» Munsapasa Poccun (CedeHOBCKII YHIUBEPCHUTET),
Mocksa, Poccus

2Kadenpa BHyTPEHHHX, TPO(ECCHOHATBHBIX 00JIE3HEH U PEBMATONIOTHHM HHCTUTYTa KITHHUYECKON Meauuuel, PTAOY

BO «IlepBslit MockoBCKH rocyiapcTBEHHbIN MeaumHckui yHuBepcutet uM. .M. Ceuenosa» Munsnapasa Poccun
(Ceuenosckuit Yausepcuret), Mocksa, Poccus

Pesome

IHapanpomeunemuueckue nonunesponamuu (I1I1H) ecmpeuaromces Heuacmo u 06yciogieHsl 3a001e6aHUsMU, CONPO-
802COAIOWUMUCI 00PA308AHUEM U HAKONAEHUEM NAMONIOZUYECK020 belKa napanpomeund, KOmopbulii npeocmasisent
€o00Ul UMMYHO2IOOYIUH UTU €20 CB0OOOHYIO Nle2Kylo yenv. K makum 3a60ne6aHusm OmHOCAMCA MOHOKIOHANbHAS
2amMManamusi HeONPeoeNeHHO20 3HAUEHUs, MHOJICECMBEHHASL MUETIOMA, MAKPo2LoOyiuHemusi Barvoencmpema, amu-
a0u0o3 neekux yeneu, POEMS-cunopom u op. Juaenocmuka IIITH Hepedko ebl3bleaem 3ampyOHeHUs], NOCKONbKY ee
KAUHUYECKAS KAPMUHA MOXdcem Oblmb Hecneyu@uuHot, cmepmoi uiu amunuyHoll, a 011 NoOmeepIcOeHUs. HaTudus
napanpomeuHa Heobxo0UMo UCIONb306aMb CREYUATUSUPOBAHHbLE 1AO0PAMOPHbIe Memoobl, 8 MOM YUCILe UMMYHO-
Xumuyeckutl ananus Kkposu u mouu. Taxoice nekapcmeeHHvle npenapamsl, UCNOIb3yemble O JedeHus napanpome-
UHeMUYeCKUX 3a001e8aHull, Camu MO2Ym 8bl386amb CUMNIMOMbL NOTUHEEPORATUL, NOIMOMY BAHCHO CB0EBPEMEHHO
3an0003pums nepevie CUMNMOMbL 3A001e6aHUsL, ONPEOSTUMb MEXAHUZM NOBPENCOEHUs] HEPEHBIX B0IOKOH, NPOBECu
oupepenyuanvryro OUazHOCMUKY U HAYAMb NAMOSEHEMUYECKYI0 MEPANUIo, HANPAGIEHHYI0 HA NOOAsieHue CUHMe-
3a namonozuieckoz2o benxa.

KnioueBrie cnmoBa: napanpoTeuHEMUYICCKas MMOJIMHEBPOIIaTHA, MOHOKJIOHAJIbHAs raMMaliaTis HECOIIPEACIICH-
HOro 3Ha4YCHMUI, MaKI)OI‘JI06yJII/IHeMI/I$[ BaHLHeHCTpeMa, MHOXXCCTBCHHAA MHUECJIIOMA, aMHUJIO-
NJ03, JICKapCTBECHHAs MOJIMHEBpONIATHA
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Abstract

Paraproteinemic polyneuropathies (PPN) occur generally infrequently and arise from diseases, associated with for-
mation and accumulation of a pathological protein, commonly known as paraprotein, which is typically an immuno-
globulin or its free light chain. Such diseases include the following: monoclonal gammopathy of undetermined sig-
nificance, multiple myeloma, Waldenstrém s macroglobulinemia, AL amyloidosis, POEMS syndrome, etc. Diagnosis
of PPN is challenging due to nonspecific, indistinct or atypical clinical manifestation, and it is necessary to apply
specialized laboratory methods, including immunochemical analysis of blood and urine. Moreover, medications can
cause symptoms of polyneuropathy themselves. Thus, it is important to suspect the first symptoms of the disease in
time, determine the mechanism of damage to nerve fibers, carry out differential diagnosis and initiate therapy target-
ing the suppression of pathological protein synthesis.

Keywords: paraproteinemic polyneuropathy, monoclonal gammopathy of undetermined significance, Walden-
strom macroglobulinemia, multiple myeloma, amyloidosis, chemotherapy-induced neuropathy
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Cokpawenusn:  JIII-MI'H3 —  MOHOKIOHaNb-
Has raMMararus HEOIPEAEIEHHOIO 3HAYEHUs C ce-
Kpenuend  JIeTKUX  Hened  MMMYHOIIOOYJIHHOB;
MAI' — MHenTuH-aCCOIMUPOBAHHBIA TJIMKOMIPOTE-
uH; MI'B — wmakpornoOynmunemust Banpaencrpema;
MI'K3 — wMoOHOKJOHanmpHas ramMmanards KIUHH4Ye-

ckoro 3HaueHus (aHr1. monoclonal gammopathy of
clinical significance — MGCS); MI'H3 — woHo-
KJIIOHaJIbHasg raMManaths HEONpPEJeICHHOTO 3Hade-
Hus (aHr. monoclonal gammopathy of undetermined
significance — MGUS); MM — MHOXeCTBEHHas MHU-
enoma; M-IpOTeMH — MOHOKJIOHAJIBHBIA MPOTEHH
(mapanporenn); He-IgM-MI'H3 — MoHOKIOHaNBHAS
raMmariatusi HEOMpPEeAeJIeHHOTO 3HAYCHHSI C CEeKpelH-
ent IgG, IgA, IgD; TIIIH — napamporenHeMudeckas
nonuueBponarusi; XB/II — xpoHuyeckass BoOCIaJU-
TeJbHas JNEMHUENMHU3ZNPYIOMAs MOIMPATUKYIOHEBPO-
matust; OMIT — snexrpomuorpadus; SHMIT — snek-
TpoHerpoMuorpadus; AA-aMUION103 — PEaKTUBHBIN

aMWJIONI03 TIPH  CHCTEMHOM BOCIAJICHWH (aHTII.
secondary amyloidosis — AA amyloidosis);
AL-amMuinonmo3 — aMHIOHWAO03 JIETKUX LENEH HM-

MyHonoOynuHa (aHr1. immunoglobulin light chain
amyloidosis — AL amyloidosis); ATTR-amunonmnos —
TPaHCTUPETHHOBBIA amMuiaono3 (aHmi. transthyretin
amyloidosis — ATTR amyloidosis); ATTRv-ammmon-
J103 — HAcJIeICTBEHHBIH TUI TPAHCTUPETHHOBOTO aMH-
monmo3a (aHmI. variant transthyretin amyloidosis —
ATTRv amyloidosis); ATTRwt-amMmunonno3 — aukuit
THIT TPAHCTUPETHHOBOTO aMuionao3a (auri. wild-type
transthyretin amyloidosis — ATTRwt amyloidosis);
CANOMAD-cuHIpOM — XpOHHYECKAsT aTaKTHIECKast
HeBpomarusi, odTanpmoruierus, [gM-MOHOKIIOHAIB-
Hasg TraMManards, aHTATela K XOJOAOBBIM arriIiOTH-
HUHAaM U JMCUAJIOTaHIIIMO3UAaM (aHrI. chronic ataxic
neuropathy, ophthalmoplegia, IgM M-protein, cold
agglutinins and disialosyl ganglioside antibodies —
CANOMAD syndrome); DADS — nucranpHas mpu-
oOpeTeHHas JAEMHUEIMHU3UPYIOMAs CUMMETpHUYHAs
meppomatus (aHrn. distal acquired demyelinating
symmetric neuropathy — DADS); IgM-MI'H3 —
MOHOKJIOHAJbHAa  TaMMamaThs  HeolpeaeleHHO-
ro 3HA4Y€HHWs, CONMpOBOXKIarowasdcs cexkpeuuein [gM;
POEMS-cunapoM — moauHEBpONATHs, OpraHOMETa-
TUs, OHAOKPUHONATHS, M-POTEMH ©  KOXKHBIE
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nposiBneHust (aHnL.  polyneuropathy, organomegaly,
endocrinopathy, M-protein and skin changes — POEMS
syndrome); VEGF — ¢akrop pocta sHmoTenus cocynos
(amrn. vascular endothelial growth factor — VEGF).

[TapanporenHemMudeckre 3a0ojieBaHus (MOHOKIIO-
HaJBHBIC TaMMallaTHW) — Tpymnmna Oolie3HeH KpPOBH,
JUTSE KOTOPBIX XapakTepHa mponudepanust KIOHOB I1a3-
MOIIMTOB, TPOIYIUPYIONIMX MATOJIOTUYSCKUN OeIoK
napamnpoTenH. {7 omucaHWs MOHOKJIOHANBHBIX TaM-
Manartuii UCHOJIb3YETCs HECKOIbKO TEPMUHOB. TepMuH
«MOHOKJIOHQJIbHAsi TaMMararusi  HEONpPEeAeIeHHOTO
sHauenuss» (MI'H3) (anmn. monoclonal gammopathy
of undetermined significance — MGUS) 011 BriepBbIe
BBeneH B 1978 . R. Kyle ans oGo3HaveHus onuroce-
KPETOPHBIX BapHAHTOB MOHOKJIOHAJIHHON raMMamaru,
MPH KOTOPBIX €I¢ HET IMPHU3HAKOB 3JI0KAYECTBECHHOMN
npoiudeparii KI1oHa B-TuMQGOITMTOB WM TTa3MaTH-
YECKUX KIIETOK, HET 04YaroB OCTCOJIM3KCA, THUIIEPKAIb-
eMuHd, aHeMuH, rmopaxkenus mouek. Cam R. Kyle mo-
cuuTal, 4To B TeyeHue romga TpaHcopmanus MIH3
B 3JI0KaYECTBEHHBIEC TE€MOOJIACTO3BI (MHOXECTBEHHYIO
MHUEJIOMY WJIM MakKponioOynumHeMuto BambaeHcTpema)
npoucxoaut He Oonee yeM y 1% manueHTOB. JTO 3HA-
YUT, 4YTO y OOJBIIMHCTBA MAIIMEHTOB MOHOKIIOHAJLHAS
ramMmariaTys Ha MpOTsHDKEHUH MHOTHX JIET TaK U OCTaeT-
¢ JOOpOKAaYeCTBEHHOW, M MMEHHO TaKasl MPOTHOCTHU-
YyecKasi HeICHOCTh M MOApa3yMeBajach MO TEPMUHOM
MTI'H3 [1, 2]. Tem He MeHee yxke Torna Oblia ormucaHa
CIOCOOHOCTH MOHOKIJIOHAJTFHOW TaMMartaTHH BBI3BIBATh
OpTaHHBIC MMOPAXKCHUS, KOTOPBIC HE CBSI3aHbBI C Pa3BUTHU-
eM omyxonei. OmyXoJeBbIil KIIOH TUTa3MaTHIeCKIX KiTe-
TOK OCTaeTCs JOOPOKAYSCTBCHHBIM, OJTHAKO MOPAKECHUE
OpPTraHOB MOXKET OBITh MHAYIIUPOBAHO MTATOJIOTUIECKUMHU
addexramu camoro napanporenHa. Tak, L. Schnitzler
B 1974 1. onmcana crmocoOHOCTh MOHOKJIOHAJIBHBIX HM-
MYHODJIOOYJIMHOB BBI3BIBATH HEAJIEPTUYECKYIO Kpa-
MUBHUILY, KOTOPYIO TIOYTH HEBO3MOXKHO KYyIIHPOBATh
CTaH/JAPTHBIMM aHTHTUCTAMHUHHBIMUA cpeacTBamu [3].
B manmpHeltieM OBIT ONMHMCAH IMIUPOKUH CIEKTP KITWHHU-
YECKUX MPOSBICHUIA, KOTOPhIE MOTYT OBITh HHIYIIH-
pOBaHBI MOHOKJIOHAJIBHOW TaMmmaratuedl (ImopakeHue
MoYeK, nepudepuveckoil HEPBHOM CUCTEMBI, KOXKH, KPO-
BU U Jp.), IPH HAJIWYAH KOTOPHIX B HACTOSIIEE BPEMS
MPUHATO TOBOPUTH O «MOHOKIIOHAJILHOW TaMMaraTuu
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kinuHudeckoro 3Hadenus» (MI'K3) (anmi. monoclonal
gammopathy of clinical significance — MGCS).
[Tpu MI'K3 nmapanporenH BbI3BIBaE€T MOpakKEHUE Opra-
HOB, MO3TOMY NALMEHTaM C 3TOH raMmarnaruei, B OT-
muare ot MI'H3, HeoOxoauMo mpoBefaeHHE Teparuu
110 OHKOT€MAaTOJIOTHYECKUM TTOKa3aHusaM [2, 4, 5].

Monoknounanvnas 2ammanamun HeOnPeOeieHHO20
3HaueHus BbI3BAHA MOSBJICHUEM KJIETOK JTUM(OoIIazmMo-
LUTApHOTO psAfa, CEKPETUPYIOIIMX MOHOKJIOHAJIHHBIN
6enok (M-mporenn). Kak mpasuio, M-nipotens mpen-
CTaBJICH MMMYHOTIIOOYNTMHAMHU WM JIETKUMHU IIETISIMH
nMMYyHOTIIOOYyTHHOB [1]. PacnpocTpaHneHHOCTh MaHHOMN
raMMariaTud YBEIMYHBAETCS C BO3PAacCTOM: y MAallMeH-
toB Miaawe 50 net oHa BcTpevaercs B < 0,3% ciydaes,
y manueHnToB crapiie S0 net — B 4,2%, a y manueHToB
crapue 70 get — B 5,3% [6].

B 3aBucuMOCTH OT CeKpeTHpyeMoro maparnpoTernHa
BBIACIAIOT Heckonbko TuUnoB MI'H3: MoHOKIOHab-
Hasl raMmarnarusi, ConpoBoXkaaroasics cekpeuneit IgM
(IgM-MI'H3); MoHOKIOHa/IBHAsT TaMManaTus ¢ Cekpe-
nueit 1gG, IgA u IgD (ue-IgM-MI'H3); MoHOKIOHANB-
Hasi raMManarys ¢ CeKpelue JIerkux Lenen Karmma Win
nsmOaa (JIL-MI'H3) [7]. Kakaplii 13 3THX THIIOB KIMEET
CBOM OCOOCHHOCTH NPOTHO3a W PaclpOCTPaHEHHOCTH,
a TaKKe MpeIoNpeieNsieT, B KaKoe TeMaTojIoTHYecKoe 3a-
OoneBaHrEe MOXKET MPOM30MTH TpaHcopmanms MI'H3.
He-IgM-MI'H3 sBnsercs nHaunbonee dwactoit ¢hopMoit
MOHOKJIOHaJbHON rammanaruu (85%) [7]. B 70% ona
compoBoxaaeTcs cekperueit IgG, B 12% — IgA u pexe
IgD u moxeT TpaHC(OPMHUPOBATHCS BO MHOXKECTBEH-
HYI0 MHEIIOMY, aMHJIOMJ03 JIETKUX Ilernel, O0oje3Hb
OTJIOKEHUS JIETKUX LeNed Wi Ipyroe auMQonponu-
¢deparuBHOe 3a0oneBaHue. Bo3MoxkHa TpaHCchopMaIus
I[gM-MI'H3 B makporoOynuHemuto BambaeHcTpema,
JIPYTYI0 HEXOMKKUHCKYI0 JHM(OMY U O4YeHb PEIKO
BO MHOXecTBeHHyI0 muenoMy [1]. JI-MI'H3 moxket
MPOrpeccUpoBaTh 1O HIAMOMATHYECKOHW MPOTEHHYPUHU
Benc-/I>xoHca, MHOKECTBEHHOW MHEJTIOMBI, aMIJION032
JIETKUX Tieriell nin 00Je3HH OTIIOKEHHSI JISTKUX IIETICH.
Takum 00pa3oM, MHOXECTBEHHAsh MHUEIOMa M MaKpo-
mo0ynuHeMus BanbaeHcTpeMa paccMaTpUBaroTCsl Kak
OCHOBHBIE TeMaToJorndeckue 3aboeBanusi, B KOTOpbIE
tpanchopmupyercs MI'H3. B 80% cmydaeB MHOXKe-
CTBEHHOM MHeloMe MNpeAliecTBYeT cekperus He-IgM-
MI'H3, B 20% — JILI-MI'H3. IToutu B 100% ciy4aes
MakporoOyauHeMun BanpaeHcTpema mnpenmecTByeT
cekpenus [gM-MI'H3 [8].

THonunesponamus. OgHON W3 HanOOJIEe YaCTHIX 30H
nopakeHus B pamkax MI'H3, mepenko coderarormeiics
C IPYTMMHU OPraHHBIMHU MOPaKEHUSMH, SIBISICTCA IOpa-
KCHHE HEPBHON CHCTEMBI, MPEUMYIIECTBEHHO B BH/IE
naparnporenHemMudeckoi nonuaeBpomnartuu ([1ITH). Ya-
crora Bctpedaemoctu [IITH y mamumenToB ¢ MI'H3 co-
craisier 5%. B 3aBucumoctu ot ¢gopmer MI'H3 ona
HECKOJIbKO MEHSIETCS: COOTHOIICHHE YaCTOTHl Pa3BUTHUS
[ITH npu IgM-, 1gG- n IgA-popmax 3aboneBaHus co-
crasisieT 6:3:1 coorBercTBeHHO [9]. [gM-MI'H3 MoxeT
Bb3bIBaTh | 1 Il THn KpHOTIOOYNTMHEMHUH, aMHUIOUI03
nerkux wnemneil, cuHapom Ixuiyuepa, Oone3Hp OTIO-
KEHHUSI MOHOKJIOHAJIBHOTO MMMYHOITIOOYJIHMHA, a TaK-
ke IgM-accouMMpoBaHHBIE IIOJIMHEBPONIATUH, TAKUE

6

Kak aHTU-MAI -monmuHeBponarys, MOIMHEBPOMATH
¢ oOpa3zoBaHueM aHTHTEeN K ranrmosngam GM1, xpo-
HUYECKasl aTrakTUYeckas HeBpomaTHi ¢ O(TaIbMOII-
JeTUE W aHTHUTENaMH K XOJOAOBBIM arrfOTHHUHAM
u gucuanoranrmuosugaM  (CANOMAD-cunapom)
(anm. chronic ataxic neuropathy, ophthalmoplegia, [gM
M-protein, cold agglutinins and disialosyl ganglioside
antibodies — CANOMAD syndrome) [2]. ns we-IgM-
MI'H3 (B Tom uncie MI'H3 ¢ cekpernueii terkux memnei)
KIJIFOYEBBIMU MPOSABICHUSMH CUHUTAIOTCS aMHJIOH03
JIETKUX LeNeil ¥ CHHAPOM TOJIMHEBPONATHH B COYETa-
HUU C OpraHOMeTralvel, SHAOKpUHonaTuen, M-npore-
WHOM M KOXHBIMHU miposiBneHusiMu (POEMS-cunnpom)
(anrn. polyneuropathy, organomegaly, endocrinopathy,
M-protein and skin changes — POEMS syndrome) [9].

Antu-MAT-nonuneBponatusi — OJHAa M3 CaMbIX
pactpoctpanensbix IIITH, accoumupoBaHHBIX C ce-
kpenueit [gM [2]. Ona BecTpevaeTcst mpu Makporiooy-
muaemnn Banpnenctpema, IgM-MI'H3, xponndeckom
nuMorneiikose, TuMpoMe MaprUHATBHONW 30HBI U PEIKO
pu MEHOKecTBeHHOH Mueniome [ 10]. [larorenernyeckuit
MEXaHU3M MOJIMHEBPOIIATHH — JEMHUETUHU3UPYIOINNI.
OH cBsi3aH C CeKpenreil aHTUTE MPOTUB MUEIHH-ACCO-
nuupoBaHHoOTro TimkonporenHa (MAI), KoTopble akTH-
BUPYIOT cucTeMy KoMmiuiemeHTa. B 83% xmmHugeckas
KapTuHa 3a00JeBaHusI UMeeT PeHOTHUI TUCTATIBHOM MPH-
00peTeHHOW IeMUEeTNHU3NPYIOIIeH CHUMMETPUYHON He-
Bponatuul (DADS) (anr. distal acquired demyelinating
symmetric neuropathy — DADS): y manmeHTOB 0TMe4a-
I0TCA AMCTaJIbHBIE CHMMETPHUYHBIE MPEUMYIIECTBEHHO
CEHCOpHBIE HapyIIeHUs, 0ojiee BBIPAKEHHBIE B HOTAX.
Taxoke aHTU-MAI-nIOIMHEBpPONATHS MOXET CONPOBO-
JKAATHCS] CCHCUTUBHOW aTaKCHel 1 MHTEHITMOHHBIM Tpe-
MOpPOM KHCTEH M ManbleB pyK. B Tex ciydasdx, korma
aHTuTena K MAI' oTCyTCTBYIOT, BO3MOXXHON IIPUUUHOM
[IITH moxer OwbITh mosiBneHue IgM k MoHOcHanoraH-
mmmo3ugam GM1 [11]. Torma aemMuenMHU3UPYIOMIAN
mporecc OyIeT XapaKTepu3oBaThCs NpeodiasaHueM
JIBUTATENbHBIX HapyIICHHUH.

Kpuoznobynunemusn — napanpoTeMHEMHUYe-
ckoe 3a0oiieBaHHe, CBS3aHHOE C MOSBICHHEM HMMY-
HOTIOOYIMHOB, O00pa3ylolmUX HMMYHHBIE KOMILICK-
cel ipu Temmneparype Hike 37°C [10]. CymecTtByet
3 tuna xpuornoOynuHemuu: | THI CBfi3aH C NPOAYK-
el MOHOKJIOHAEHOTO MMMyHornmoOymmHa IgM/IgG/
IgA; 1I THm — ¢ mpoxykuueil MOHOKIOHanbHoOro IgM
n nomuknonansHoro IgG; II tum — ¢ mpomykiu-
eil monukiaoHansHOro IgM M momuknonanmeHOrO IgG.
[Ipn mumponpommpeparnBHeIx 3a00MeBaHUAX (MaKpO-
m100ynuHemMus: BanpaeHcTpema, MHOKECTBEHHAsT MHe-
noma, xpoHndeckuil mumdoneiiko3 wiu MI'H3) o6pra-
HO pa3BuBaeTcs kpuornoOyiuuemus | wm 1l tuma. s
XpoHHUYECKHX BUpPYCHBIX nHpekuuil (remarut C) u cu-
CTEMHBIX BOCHAIUTENBHBIX 3a00NeBaHuil (cucTeMHas
KpacHas BomdaHka, cuaapom lllerpena) xapakrepns! 11
u Il Tune! kprormoOynuaemun [ 12].

Knunuuecxas KapmuHa KpHOTIIOOYTHHEMHH
BKJIIOYa€T  CHUMITOMBI ~ CHCTEMHOTO  BOCHAJICHUS
(TmomepymoHedput, 007 B MBIMIAX M CYyCTaBax),
NOpaKeHUs! mepuepuIecKX HEPBOB M KOXKHBIE TPO-
aBneHus] (manprnupyemas Iyprypa, PeTHKYISpHBIH
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JMBEZ0, aKpOLIMAHO3, XOJOAO0Bas KPAIUBHHIA, SI3BBI
u Hekpossl) [1, 2]. Ilpu Hu3KOH Temmeparype Takke
MPOUCXOANT KOMITJIEMEHT-OTIOCPEIOBAHHBIA BHYTPHCO-
CYIUCTBI T€MOJIN3 SPUTPOLIUTOB U Pa3BUTHE CHHAPOMA
MOBBIIICHHOM BsizkocTu kpoBu [13]. Tlepudepuyeckas
HEpBHAsl CHCTEMa IIOpa)kaeTcs BCJIEACTBUE HILEMHU
HEPBHBIX BOJIOKOH, BBI3BAHHOH CHUCTEMHBIM BAacCKYIH-
ToM. TojcThle UyBCTBUTENBHBIE W JIBUTATEIbHBIE BO-
JIOKHA OOBIYHO CTPAJAIOT B MEPBYIO OYepelb, TaK Kak
OHHU OoJyiee BOCIIPUMMYMBHI K HIIEMHYECKOMY (hakTopy
[14]. XapakTep MOIMMHEBPONATHH — MEPBUYHO aAKCO-
HaJbHBIN, ObICTpOIIpOrpeccupyrommii (< 6 Mec.), CHM-
METPHUYHBIH, IPEUMYILIECTBEHHO CEHCOPHBII; MOJIUHEB-
pomatusi MHOTIA CONPOBOXKAAETCS HEBPONATHYECKUM
0omneBbIM cuHApPOMOM [2, 14].

Penkasi cMemnaHHas CEHCOPHO-MOTOpHAsl HOJNHHEB-
pomatusi, CBsi3aHHas C CeKpenueld MOHOKIOHAJIBLHOTO
IgM k raarmmosunam CD1b, GD3, GT1b u GQ1b u npo-
SIBJISIOIIASICSI CCHCUTUBHOM aTakcuei, 0pTaibMOTLIET H-
eil, Halnu4YreM XOJIOAOBBIX ArrIIOTHHHUHOB, PaccMaTpu-
BaeTcs B juteparype kak CANOMAD-cunapom [4].
IIpu »snexTpoHeiipoMuorpauueckoM HCCIEIOBaHUN
y MaIMEeHTOB C 3TOM IMOJUHEBPOIATHEH BBISIBISIETCS KaK
JEMUCIMHU3UPYIOUINN, TaK U AKCOHAIBHBIA XapakTep
Mopa)keHUs! HEPBHBIX BOJIOKOH (B 60% u B 27% ciy4aes
COOTBETCTBEHHO) [15].

Ammmono3  serkux — nenei  (AL-ammmonnos)
(ammn. immunoglobulin light chain amyloidosis — AL
amyloidosis) — mapanpoTenHeMHuUYecKoe 3aboieBa-
HHUE, CONPOBOKIAIONIEECS BHEKIETOUHBIM OTI0KEHHEM
JIETKUX lenell MMMyHornoOynuHa. 3aboneBaHue Xa-
pakrepusyetcs ObICTpomporpeccupyromeii (< 6 mec.)
CEHCOPHO-MOTOPHOW MEPBUYHO aKCOHAIBHOW MOJTMHEB-
pormarueii, MoYeYHol U cepAeYHON HEAOCTaTOYHOCTHIO
[16, 17].

Penkoe remaronorndeckoe 3abosieBaHHE, B OCHO-
BE KOTOPOTO JIEKHT MAaTOJOTHS IUIa3MaTHYeCKUX Kile-
TOK, MPOAYLUPYIOINX MOHOKIOHANBHBIN IgA nmn 1gG
(MMMYHOTTIOOYTMHBI COAEpKaT JIeTKHe Lenu JsIMOaa),
a takke (akrop pocra sHporenus cocynoB (VEGF)
(amm. vascular endothelial growth factor — VEGF),
paccmarpuBaercs kak POEMS-cunapom [18, 19].
Ao66peBuarypa POEMS, mnpemnmoxennas B 1980 r,
BKJIIOYAET OCHOBHBIE CHUMITOMBI 3a00JeBaHUS: IO-
muHeBpomaruio (P — polyneuropathy), opranomera-
mo (O — organomegaly), sunokpuHonaruto (E —
endocrinopathy), mnobliiecHue M-TpoTeMHa B KpPOBH
(M — M-protein) u koxHble nposiBieHUs (S — skin
changes). Takxke TeueHHE OOJIE3HH COMPOBOXKIACTCS
OTEKOM JIMCKa 3PUTEILHOIO HEPBAa, yBEIHMUCHHUEM O0b-
eMa MEXKIETOYHON MKHUIKOCTH, CKJIEPOTHYCCKHM IIO-
paKEHHEM KOCTEH, TPOMOOLMTO30M W HOIULUTEMHUEH
[20]. BonbImMHCTBO yKa3aHHBIX CHMIITOMOB OOYCJIOB-
neHo nossimieHneM ypoBHs VEGF, kotopslii ydacTByeT
B aHTHOTeHE3€ ¥ TMOBBIIIAET MPOHUIIAEMOCTh MHUKPOCO-
CYIOB.

POEMS-cunapom, Kak mpaBmiio, 1€0I0THPYET C IOJTH-
HeBponaruu (60%) [21]. YacTora BCTpe4aeMOCTH STOTO
KJTFOUEBOTO CUMITTOMAa COCTaBisieT npaktudecku 100%.
[TonuHeBponaTHst HOCUT CHMMETPUYHBIN CEHCOPHO-MO-
TOPHBII IPEUMYIIECTBEHHO JEMHUEIMHU3UPYIOLUI
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XapakTep, MEpPBOHAYAIbHO JIOKATU3YeTCSd B HIKHHUX
KOHEYHOCTSIX M COIIPOBOXKIAETCSI HEBPOIIATHIECKUM 00-
neBsIM cuHIpOMOM [2, 18]. CoracHo kpurepusim Mex-
OYHapOOHOH TPYNIBl MO HM3YYEHUIO MHOXKECTBEHHON
MHEJIOMEI, 9YTOOBI MOATBepauTh nuarao3 POEMS-cuH-
JIpoMa, HeOOXOANMO HaJHYHe IBYX 00s3aTeIbHBIX KPH-
TEpHEB, OJHOTO U3 TPEX OONBIINX KPUTEPHEB U XOTS OBl
OJTHOTO M3 IIecTH Malbix (Tadm. 1) [18, 22].

bonesnr Kacnmanma — rereporeHHoe 3abosieBaHme
TUM(}aTHYECKUX Y3J10B, CBI3aHHOE C THUIIEPIPOAYKIH-
eit uaTepneiikuna-6 npu POEMS-cuanpome, numdome,
BUY-undexuun niv MHOULIUPOBAHUU BHPYCOM Iep-
meca 8-ro tumna [23]. Pa3znudaroT JBa OCHOBHBEIX THIIA
9TOro 3a00JIeBaHuUs: MOHOLIEHTPHUUECKUH, COPOBOXKAA-
IOIUICST POCTOM OT/IENBHBIX JTHM(ATHIECKHX Y3IIOB,
U MYJNBTUIEHTPUYECKUM, XapaKTepU3YIOIIMNACA TeHe-
panu3oBaHHON JUM(OaaCHOMATHEH, I'eaToCIICHOMe-
rajueil u moJaMOpPraHHOM HEJOCTAaTOUYHOCThIO [22, 24].
[TIpu POEMS-cunapome Gone3np Kacimana, kak mpa-
BUJIO, TPEACTAaBICHA MYJIBTULCHTPUYECKOH (OPMOI.
Taxoke 3TO COCTOSHNE MOYKET HPOSIBIIATHCS AEMUCITHHN-
3UPYIOLIEH MOJIMHEBpPONAaTHel, OHAKO OHa NMPOTEKAeT
JIETKO, XapaKTepU3yeTCs CEHCOPHBIMH HapyIICHUSMHU
U HE COIPOBOXKIAETCS HeBpomaruieckoit Oompio [10,
25].

Jluaenocmuxa. Bcem manueHTam ¢ MOJ03PEHUEM
Ha MOHOKJIOHAJBHYIO TaMMAIlaTHIO TPOBOIUTCS AJIEK-
Tpodope3 OETKOB ITa3Mbl KPOBH U MOYH C HMMYHO(HK-
canuet [26]. Taxxe 00s3aTeTBLHO BBITTOIHACTCS KO-
YEeCTBEHHBII aHAIN3 Ha KOHIIEHTPALUIO U COOTHOIIEHUE
JIETKHX Lereil u OMorcHs KOCTHOTO MO3ra: BCE 3TH HC-
CJIEIOBaHUsl MO3BOJISIOT MOCTaBUTh TUArHO3 COIVIACHO
JINAarHOCTHUYECKUM KpUTEpUsIM MexayHapoqHOU TpyIi-
Bl 110 U3YYCHUIO MHOXKECTBEHHOW MUEIIOMEBI (Tadi. 2)
[26-28]. B mpornecce TMarHOCTHUKH HEOOXOANMO HCKITIO-
YUTh MHOKECTBEHHYIO MHenomy (ocobenno mpu JILI-
n He-IgM-MI'H3), a taxke apyrue numdoriazmMonn-
TapHble 3a00JEeBaHUs, TaKUEe KaK MaKpOIIOOyIHHEMHUS
Bamsgencrpema (mpu IgM-MI'H3) u AL-ammmonso3
(B mepByto ouepens, npu JIL-MI'H3). B nanbretinem
BeZIeTCA TMHAMIYECKOe HaOIoIeHNe TTAI[eHTOB, a IPU
MOSBJIEHUM CHMIITOMOB WHHULMUPYETCA NaTOreHeTHYe-
CKas Teparnwsl.

Jleuenue MOHOKJIOHAJIFHON raMMaraTHH MPOBOIJHT-
Cs TpW TOABIEHUHM CHMMITOMOB (IIpH TpaHC(OpMaIIuu
MI'H3 B MI'K3) u 3aBUCHT OT OCIOXHEHUs, KOTOPOE
OTIpEe/IeTIIIO KIIMHUYECKYI0 KapTuHy 3abojieBanud. [lo-
ckoiabKy MI'K3 uwacTo compoBokIaeTcsi OIMHEBpOTIA-
THel, cBa3aHHOM ¢ cekperueit [gM CD19-/CD20*-mum-
¢domHTaMu, CXeMBl Tepanmuy BKJIIOYAIOT PUTYKCHMAO
(aaTu-CD20-anTtutena) [9]. Ilpu 3TOM BaXXHO CTPOTO
coOmronars TpeOOBaHUS TEMaTOJOTHYECKUX IPOTOKO-
JIOB TIO JI03aM U CPOKaM IPOBENEHUS JICUEHUs, HHaue
CO3/1al0TCs YCIOBHS TSl JOPMUPOBAHUS PE3UCTEHTHBIX
K JICYEHUIO CyOKIOHOB JIUM(OILUTOB.

Makxpoznobdynunemus Banvoencmpema (MI'B) —
MEJICHHO pa3BHBarolieecs 3a00JeBaHUE OITyXOJIEeBOH
MPUPONBI, SBISAIONIEECS OIHON W3 Pa3HOBHIHOCTEH
TUMQPOM, WHPHUIBTPUPYIOMINX KOCTHBIH MO3T U TIPO-
IyIupyomux napamnporenH. [lapanpoTenH npeacras-
JICH MOHOKJOHaJdbHbIM [gM, MonekynspHas Macca
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Tabanuma 1
Kpurtepun anarsocruxku POEMS-cunapoma [18, 22]

OOs13aTeNnbHble KPUTEPHU:

[MonuueBponaTust (OOBIMHO IeMUETHHU3UPYIOLIAs)
MoHoKJIOHaIbHAs FaMManaTus (Kak IpaBUIIO, IPeACTaBIeHa IIMO/1a-
TICTISTMH)

Bonblune kpurepuu:

bonesns Kacivmana*

CxJiepoTHdeckoe NopakeHHe KocTen

Iossienue yposHst VEGF B kpoBu (Hopma < 38,3 rir/min)

Mauible KpUTEpUu:

Opranomerainusi (CIIIGHOMETAITHSI, TeaTOMETaus,

mMQoa eHONATHS )

VYBenuueHne 00beMa MEeXKICTOYHOH )KUAKOCTH (OTEKH, IJIEBPAIbHBINA
BBINOT U aCLIUT)

DHIOKpUHONATHSI (TIATONIOTUS HAIITOYEYHUKOB, THITO(H3a, TOHA,
MOKETYA0UHON * ¥, IMUTOBUAHOW** 1 TTAPALIMTOBUIHBIX JKEIe3)
KoskHble mposiBiieHHUs! (THIICPIIUTMEHTALUS, THIIEPTPHXO3,
TIOMEPYJISIPHBIC TEeMaHTHOMBI, IJIETOpPA, aKPOIIMAHO3, THIIEPEMHS
KOXKH, CUMIITOM «O€JIbIX HOTTEH)

OTex cKa 3pUTENIBHOTO HepBa

TpoMOOLINTO3 MK TTOTHIUTEMHST* **

IHpumeuanue: VEGF — dakrop pocra sumorenust cocymos. *Ilpu
POEMS-cunzapome, accounupoBaHHOM ¢ Oose3Hbro KaciimaHna, BO3MOXXHO
HE YYUTBIBATh OTCYTCTBHE MOHOKJIOHAIBHON raMManaruu. **13-3a BICOKOM
PacIpOCTPaHEHHOCTH CaXapHOro AuadeTa M MaTOJIOTHH IUTOBHAHON JKele-
3bI 3TH THATHO3BI [0 OTAEIBHOCTH HE MOTYT SIBIISITHCSI MAJIBIMH KPUTEPUSIMH.
***OQkoso 50% NalueHTOB UMEIOT U3MEHEHHUSI KOCTHOIO MO3r'a, I03BOJISIO-
IHe MCKIIOYUTh MOHOKJIOHAIBHYIO FAMMAIIaTHIO HEOIPENEICHHOTO 3Haye-
HHSL MJIH MHOXXGCTBEHHYIO MHEJIOMY. XapaKTepHO, YTO aHeMHsl MM TPOM-
OOLMTONICHUS TIPH 3TOM CHHJPOME BCTPEYACTCS PEIKO, 33 HCKIIOUCHHEM
cilyyaeB, OCJIOKHEHHbIX Oose3Hbro Kacimana.

Table 1
Criteria for the diagnosis of POEMS syndrome [18, 22]

Mandatory major criteria:
Polyneuropathy (typically demyelinating)
Monoclonal plasma cell-proliferative disorder (almost always lambda)

Other major criteria:

Castleman disease*

Sclerotic bone lesions

Elevated VEGF level (normal range < 38.3 pg/mL)

Minor criteria:

Organomegaly (splenomegaly, hepatomegaly, or lymphadenopathy)
Extravascular volume overload (edema, pleural effusion, or ascites)
Endocrinopathy (adrenal, thyroid**, pituitary, gonadal, parathyroid,
pancreatic**)

Skin changes (hyperpigmentation, hypertrichosis, glomeruloid
hemangiomata, plethora, acrocyanosis, flushing, white nails)
Papilledema

Thrombocytosis or polycythemia***

Note: VEGF — vascular endothelial growth factor. *There is a Castleman
disease variant of POEMS syndrome that occurs without evidence of a clonal
plasma cell disorder that is not accounted for in this table. This entity should
be considered separately. **Because of the high prevalence of diabetes
mellitus and thyroid abnormalities, this diagnosis alone is not sufficient to
meet this minor criterion. ***Approximately 50% of patients will have bone
marrow changes that distinguish it from a typical monoclonal gammopathies
of undetermined significance or myeloma bone marrow. Anemia and/
or thrombocytopenia are distinctively unusual in this syndrome unless
Castleman disease is present.

koToporo coctasiszer 950—1000 x/la, moaToMy OH Ha-
3pIBaeTCsl MakpornoOynuHoMm [29]. Pacmpocrpanen-
HOocTh MI'B cocraBnser 4-6 ciy4aeB Ha MIJIIAOH
YeJIOBEK B rOfl, CPeIHUI BO3pacT OOJIBHBIX PU AUATHO-
ctuke 3aboneBannuss — 70 meT. MakpormoOyInHeMus
MOXKET Pa3BHUTHCS y MALMEHTOB C OTATOIIEHHBIM Ce-
MeHbIM aHamHe3oMm, MI'H3, a Takke XpOHHYECKHIMU
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Tabnuima 2

KpuTtepuu InarHoCTHKH MOHOKJIOHAIBLHOI raMManaTHH Heompese-
JIEHHOT0 3Ha4YeHus [26-28]

KonnenTparust M-ipoTernHa B CBIBOPOTKE KPOBH < 3 /1

< 10% 1u1a3MaTHYeCKUX KJICTOK B OMONTAaTe KOCTHOIO MO3Ta

OTCYTCTBYIOT CUMITOMBI, YKa3bIBaIOIHE HA MHOXKECTBEHHYIO
MHEJIOMY: TUIIepKaIbIIUEMHUS, I0UeYHasl HEIOCTaTOYHOCTh, aHEMUS
1 TIOpa’KCHNE KOCTEH

Table 2

Criteria for the diagnosis of monoclonal gammopathy of

undetermined significance [26-28]

Serum M protein < 3 g/dL
Bone marrow plasma cells < 10%

Absence of end-organ damage attributed to plasma cells:
hypercalcemia, kidney impairment, anemia and lytic bone lesions

MH(PEKIUOHHBIMU 3a00JCBaHUSAMH, HAIPUMEpP renaru-
tom C [13, 30].

Knunuueckas kapmuna. Knuanueckasa kaptuna MI'B
o0ycJIOBJIeHa CeKpeluel mapanpoTenHa W HH(WIb-
TpalMel OpPraHOB-MUIIEHEHW OMYXOJEBBIMHU KIIETKAMU.
K cumnromam, CBS3aHHBIM C OITyXOJE€BOW WHQUIBTPa-
[IMel OpPraHoB, OTHOCATCS TEMaTOCINICHOMET s, JTUM-
(hoanenomarus, cuaapom bunra—Huma (romoBHas 606,
KOTHUTWUBHBIE U TICUXWYECKHE HAPYIICHUS, CYIOPOTH,
KpaHHaJbHAS U TTepudepudecKkas HeBpOIaThsl) 1 MMOJIH-
HeBpomarus [ 1, 10]. K cumntoMmaM, CBsI3aHHBIM € CEKpe-
reil *UMMYHOTIIOOYIIMHOB, OTHOCATCS ITOJIMHEBPOTIATHS,
CHHJIPOM TOBBILIEHHOMN BSI3KOCTH KPOBH, B-CHMITOMBI
(mxopajka, HOYHAS MOTIIMBOCTh W HETIpeTHaMepeHHas
norepsi Beca), TPOMOOIMTOIICHUS U TEMOJMTHYCCKAs
aHEeMUSI.

Tonunesponamusa. Yacrora BCTPEUAEMOCTH MOJU-
HeBponaruu ipu MI'B cocraisier 6oee 50%, mpuuem
y 20% manueHToB OHa MPUCYTCTBYET Ha MOMEHT IIO-
CTaHOBKHU JuarHos3a [17]. MexaHu3mbl pa3BUTUSI MOIHU-
HeBponatuu pu MI'B noxoxxu Ha TakoBeie mpu MI'K3,
conpoBoxkparomeics cekpeunueir IgM. IlonuneBpo-
MaTvsi MOXeET OBITh CBf3aHA ¢ O0OpPa30BaHUEM AHTHUTEN
k MAI' u GMI1, AL-amumonmo3oM, KpHOTIOOYJIHHE-
mueir 1 CANOMAD-cuaapomom [16]. B otnuume ot
MI'K3, nomuaeBpomarus mpu MI'B Taxke MoxeT OBITh
BbI3BaHa MH(UILTPAIUCH HEPBOB OIMYyXOJEBBIMU KJICT-
kamu (HeiponmumdomaTtozom) [17]. JIrobast HEXOMKKUH-
ckas nuMdoma cmocoOHa WHPHUIBTPUPOBATH HEPBHBIE
BOJIOKHA, PHYEM TOpakeHHe Mepru(epruIecKux HepBOB
13-32 OMYXOJICBOW MWH(PMIBETPAIUN MOXKET ObITH TIEPBBIM
TIpU3HAKOM 3a0ojeBanus. st Heiiponmmmdomarosa xa-
pakTepHa CMellaHHas CEHCOPHO-MOTOpPHAs IOJMHEB-
poratust. Hefipomnmdomaro3 ormpenensercs TOIBKO
IIpH UCCIIeI0BaHnYU Ouonrtara Hepsa [10].

Juaenocmuxa. {narnoctuka MI'B npoBogutcs co-
[IaCHO KPUTEPHSM, pa3pabOTaHHBIM KIMHUKOH Mbiio
B CIIA (tabm. 3).

Jleyenue. Jleuenne MI'B HaunHaioT ¢ MOMEHTA IO-
SIBIICHVS] KIIMHIYECKUX CHMIITOMOB: K HanOojee JacTo
UCIIONb3yEMBbIM cxeMaM JjieueHuss MI'B oTHocsaTcs Mo-
HOTepanus HOPyTHHHOOM, pUTYKCUMaOOM M KOMOWMHA-
UM pUTyKCHMMaba, OeHmamycTuHa, 6opresomuba [13].
Taxoke B mocnenHee BpeMs B KIMHUYECKYIO TPAKTHKY
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BHEIIPAIOTCS. KOMOMHAIMM Ha OCHOBE HWHTHOUTOPOB
IIPOTEacoM BTOPOTO MOKoJeHHs (kaphri3oMu0d, HKca-
30MH0), KOTOPBIC 110 CPAaBHEHUIO C OOPTE30MHOOM pekKe
BBI3BIBAIOT JICKAPCTBEHHYIO MOJIMHEBPONATUIO [32].

Mmuooscecmeennan muenroma (MM) — HeoracTu-
yeckas nponudepanus Iuia3MaTHIeCKUX KIETOK, MPo-
OYUUPYIOIMX Marojorunyeckuii Oemok. [lapamporenn
MoeT ObITh mipenctaBieH [gG (52%), IgA (21%), Tomnb-
KO Kamma- Wid TOJbKo JismOnma-tiensmu (16%). Pexe
BCTpeyaroTcs BapuaHTthl ¢ cekpeuuein IgD (2%), IgM
(0,5%), buxnonansHOTO TIpoTenHa (2%) umu 6e3 cexpe-
nuu Oenka (6,5%) [26]. 3aboneBaemocth MM cocras-
nsiet 7 coydaeB Ha 100 000 uenoBexk B rox, 3a00ieBaHNe
yalie BCTPEYaeTcs y NaqueHToB 65—74 mner.

Knunuueckasa xapmuna. JIns onucaHus CHMIITOMOB
MM npumensiercs akpouuM CRAB: C — runepxkains-
nuemust (calcium elevation), R — moveunas Hemocra-
touHocTh (renal insufficiency), A — anemus (anemia),
B — nmopaxenue kocreli (bone disease). Y wactu narm-
€HTOB TaKXe BO3MOXXHO Pa3BUTHE CHHIPOMA TIOBEIIICH-
HOM BA3KOCTU KPOBH.

HaunGonee qacThiM HEBPOIIOTHYECKUM OCIOKHEHUEM
MM cuMTaroT paguKyJIonaTuo, KOTOpasl CBsi3aHa ¢ Po-
CTOM IIIa3MOIIUTOMBI WJIM TIEPEIOMOM IO3BOHOYHHKA
(xak mpaBmMII0, HA YPOBHE IPYAHOTO U MOSACHUYHOTO OT-
nena) [26]. J{omoMHNUTENBHO TUTa3MOIIUTOMA U TIEPEIOM
MO3BOHOYHUKA MOTYT BbI3BaTh SKCTPaAypalbHYIO KOM-
MPECCUI0 CIMHHOIrO Mo3ra. B peakux ciydasx MM mo-
KeT HaOJIOAAThCS JIENTOMEHUHICAbHBIN MHEJIoMAaTo3,
KIIMHUYECKHE TPOSBICHUS KOTOPOTO HeCTenu(UIHbI
U BKJIFOYAIOT HapYIIEHHWE 3PEHMS, PEUH, ABUTaTEIbHBIX
Y YyBCTBUTENBHBIX (PYHKITHI, TOJTOBHYIO OOJb, CITyTaH-
HOCTb CO3HAHUS, TOJOBOKPY)KEHHE M PEIKO SIUJIETITH-
YeCKHe MPUCTYTIBI, PBOTY, a TAKXKE CHMIITOMEI MTOpaxe-
HUs yepenHblx HepBoB [33]. [domomuutensHo B 10%
cinyyaeB MM MoxeT ocnokHUTbCSI AL-aMUIIONI030M,
YTO MPUBEJET K Pa3BUTHIO MOJIWHEBPOIIATHH U MTOpaxe-
HUIO MOYEK U cepaua [26, 29].

Ilonunesponamus. Y NAUUEHTOB C MapanpoTEUHe-
MUYECKUMH 3a00JIeBaHUSIMHU TOJMHEBPOIIATUS YaIle
Bo3HHKaeT Ha (oHe cekpenmu IgM. ITockomeky MM
B OoJpluell creneHu xapakrepusyercs cekpeuueit 1gG
w IgA, a He IgM, gacTtoTa BCTpEe4aeMOCTH TOJIMHEB-
ponaruu npu MM nHumxke, yeM npu MI'B, u cocrass-
eT 4-14% [34, 35]. IlomuueBpomaTus OOBIYHO CBA3aHA
ocnokHeHusiME MM (AL-amunonno3om, I tummom xpro-
mobynuaemun, POEMS-cunapomMom u Helpomumdpo-
MaTo30M).

Juacnocmuxa. Jnsa nuarHoctmku MM HeoOXomum
OJIMH OOMBIION U OJUH MaJblii KpuTepuii (Tadm. 4).

Y OonpmmMHCTBA ManueHToB co MM onpexnenseTcs
MTOBBIIIICHHBIN YpPOBEeHb M-IpPOTEHHA, MO3TOMY B JIH-
arHOCTUKE 3a0O0JIEBaHMs TMPHMEHSETCS JIEKTpodopes
OENKOB TUTa3Mbl KPOBU U MOYM C MMMYHO(HKcaInueH,
a TaK)ke aHaJIN3 Ha KOHIICHTPAIINIO U COOTHOIIIEHHE JIeT-
KHX Ieneil MMMYHOTJIOOYJIMHOB. AHOMAalbHOE COOTHO-
IIeHUe JIETKUX Terel onpexnensercs y 90% manueHTon
¢ MM [26].

Jleuenue 3a0bo0eBaHUsl HAYMHAIOT C MOMCEHTA TOSB-
JIeHHs KIIMHUYECKUX CHMIITOMOB. B Teparnuu npumeHs-
JOTCS MHTHOUTOPBI MPOTEAacoM 1-ro U 2-T0 MOKOJIEHUS
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Tabnuna 3
Kpurtepun amarnoctuku Makporiodyiunemuu Banbaencrpema [31]

Hannuune moHoKII0HanbHOTO IgM B 1H000M KOJTMYECTBE

> 10% aumdornnazMouUTapHbIX KJIETOK B aCHMpaTe KOCTHOrO MO3ra

Table 3
Criteria for the diagnosis of Waldenstrom macroglobulinemia [31]

Presence of IgM monoclonal protein
Bone marrow plasma cells > 10%

Tabnuua 4
Kpurepuu 1MarHocTHKH MHOKeCTBEHHOI MHeJIOMBI [26]

Bonbmioii kpurepmit:
B Guonrare KOCTHOr0 Mo3ra OnpezessieTcsi HHPUIBTpaLKs
masMonuTaMu > 10% MIn HOATBEPKIECHO HAIIMYHC ITa3MOIIUTOMBI

Marible KpuTepum:

Ilopaskenne opraHoB-MuIeHel, coracHo akpoHuMy CRAB
Omnpenensitorcs OMOMapKepbl, YKa3bIBarOIHE Ha HEU30eKHO
IIPOTpeCcCHpYIOIee HOPaKEHHE OPraHOB-MHIICHEH:

> 60% mna3MaTHYeCKuX KJIETOK B KOCTHOM MO3Te

CoOTHOIIICHHE BOBJICYCHHBIX/HEBOBICUCHHBIX JIETKHX 11erei > 100
(TIpu yCITOBUH, YTO KOHIIEHTPAIMS BOBICYCHHON JIETKOM

uenu > 100 mr/m)

Bornee gem otHO ouaroBoe nopakenue 1o qanHsIM MPT

IHpumeuvanue: CRAB — moBbllICHUE KaJbL¥s, TOYEYHAsE HEIOCTATOY-
HOCTb, aHEMHS1, TOPAKEHUE KOCTEH.

Table 4
Criteria for the diagnosis of multiple myeloma [26]

Major criterion:
Clonal bone marrow plasma cells > 10% or biopsy-proven
plasmacytoma

Minor criteria:

Presence of end-organ damage according to the acronym CRAB
Presence of a biomarker associated with near inevitable progression to
end-organ damage:

Clonal plasma cells in the bone marrow > 60 percent
Involved/uninvolved FLC ratio of 100 or more (provided involved
FLC level is at least 100 mg/L)

More than one focal lesion in MRI

Note: CRAB — calcium elevation, renal insufficiency, anemia, lytic bone
lesions; FLC — free light chain.

(0boprezomub, KappuizomMud, HKCa30MHO), HMMYHO-
MOYJIUPYIOIIUE TpenapaTsl (JICHATHIOMH], TTOMAIH-
nmomun), aatutena Kk CD38 (maparymyma0). Taxoke ma-
[MEHTaM TPOBOMAAT TPAHCIUIAHTAIIUIO AyTOJIOTHYHBIX
TEeMOITOATHIECKUX CTBOJIOBBIX KJIETOK [36].
Amunoudoz — cucreMHoe 3a00JI€BaHNE, BRI3BAHHOE
BHEKJICTOUHBIM OTJIOXKEeHHEM (GUOpHUIIpHOrO OesKa.
CymecrByer Oonee 30 TUMOB HaHHOTO 3a00NEBaHWS:
OCHOBHBIMH cyHTaroTcs AL-aMHIouao3, peakTHBHBIN
aMHJIONW03 IIPU CUCTEMHOM BocnaneHuu (AA-amuiion-
103) (anrn. secondary amyloidosis — AA amyloidosis)
U TpaHcTUpeTHHOBBIN ammionno3 (ATTR-amunonnos)
(ammn. transthyretin amyloidosis — ATTR). IMocnen-
Hull nonpaznensiercs Ha aukuii (ATTRwt-amunonnos)
(anrn. wild-type transthyretin amyloidosis — ATTRwt
amyloidosis) U HacIeACTBEHHBIH THUIl TPAHCTHPETHUHO-
Boro ammionno3a (ATTRv-ammmonno3) (anmm. variant
transthyretin amyloidosis — ATTRv amyloidosis) [37,
38]. AL-amunonio3 cBsi3aH C MOSBICHUEM KJIETOYHBIX
KJIOHOB, MPOAYLHPYIOIIUX JIETKHE LIENH MOHOKJIOHAMb-
HOTO WMMYHODIIOOYIMHA BCJeJCTBHE MaHU(EeCTauu

9
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MOHOKJIOHAJIbHBIX Tammanartuii: MI'H3, MM, MI'B
u ap. Ilpu sTOoM XapakTepucTHKa KIETOYHBIX KIOHOB
COOTBETCTBYET XapaKTEPHUCTUKE KIETOK OCHOBHOIO 3a-
6oneBanus [2, 37]. ATTR-amunonno3 cBsizaH ¢ Hapy1e-
HUEM COOPKH MOJICKYJIbI TPAHCTHPETHHA — OeNKa-repe-
HOCUMKA TUPOKCUHA M PETUHOJA, KOTOPHIH B OCHOBHOM
npoxaynupyercs nedeHsro (95%) [37, 39]. Mexanusm 3a-
OoseBaHUs 10 KOHIA HE M3YY€H, OHAKO MPeAIoaraeT-
Csl, YTO HApyIIEHUE MPOCTPAHCTBEHHON KOH(UTYpaIUK
MOJIEKYJIbl TPAHCTUPETHUHA ITPOUCXOIUT M3-3a TOTO, YTO
TPAHCTUPETUH PACHICIUIACTCS CHEeHUPDUICCKUMU TPO-
TeazaMH Ha (parMeHTHl. B nanpHeiimem (parMeHTHI
TPaHCTUPETUHA MPHOOPETAIOT aMHJIOUIOTCHHBIC CBOM-
CTBa W OTKJIAJIBIBAIOTCSA B OpPraHaxX W TKAHSX, BHI3BIBAS
cumntoMbl 3aboneBanus. ATTRv-amunonmos ceszan
C MyTalueill B TeHE W MOXET IepeNaBarhbcs MO ayTo-
coMHO-oMuHaHTHOMY Tuly, ATTRwt-amunonnos He
nepeaaeTcs 1Mo HacJeICTBY U OOBIYHO MaHH(ECTHPYET
B MOKMJIOM Bo3pacTe. AA-aMuion103 o0ycIOBIeH Ha-
pylIeHHeM COOPKH aMUJIOUIHOTO Oellka A, HTHTEHCHBHO
MPOAYIIUPYEMOTO MEUEHBIO ITPHU BOCHAIUTEIBHBIX 3200-
neanusx [40].

Knunuueckas xapmuna. AMHUIIONI03 XapaKTepU3y-
€TCsl Pa3HOOOPA3HBIMH TPOSBICHUSIMUA U MOXET CTaTh
NPUYMHOW XPOHUUYECKOHN CEPAEYHON HENOCTaTOYHOCTH,
MaTOJIOTHH TIOYEK, OPTaHOB IKENyJTOYHO-KHUIIICYHOTO
TpakTa, ITJ1a3, CHCTEMBI CBEPTHIBAHUS KPOBU U HEPBHOU
cuctemsl [38, 41]. AL-amunmon1o3 o0BIYHO AE0IOTHPY-
eT ¢ cepaeunoit (75—-80%) 1 mouedHoON HETOCTATOUHO-
ctu (65%). Hamuoro pexxe neOrot 3aboneBaHus mpe-
CTaBJIEH MOpakeHHeM MATKuX TkaHeil (15%), meuenu
(15%), mepBHOi1 cuctemsl (10%), a Takxke Kemymod-
Ho-kumeyHoro Ttpakrta (5%) [37]. ATTRwt-amumnoun-
7103 YaIle Ae0ITHPYeT ¢ cepAeyHON HEeOCTaTOYHOCTH,
COUETAIOIIEC C CEHCOPHO-MOTOPHOM TMOJIMHEBPO-
nartuei, oqHako B 4% ciydaeB 3a0oiieBaHHE HAaYHMHA-
€TCS TOJMBKO C COMATWYECKON monmHeBpomartuu [37].
ATTRv-amunono3 MoxeT AeOIOTHPOBaTh Kak C Cep-
JIEYHON HEJOCTATOYHOCTH, TaK M C TOJUHEBPOTIATHH:
3TO 3aBHCHT OT MYTAIlMH, KOTOpasl SBUJIACH MPUIHHON
3a0oseBanus [42].

ATTR- u AL-aMuion103 MpUBOASAT K PA3BUTHIO OBI-
cTporporpeccupyroiei (< 6 MecsIeB) IEPBUIHO aKCO-
HaJIBHON CEHCOPHO-MOTOPHOW IOJIMHEBPONATHU: IIPO-
TyIAPyeMble OCTTKA OTKJIAILIBAIOTCS BO BHEKJICTOYHOM
BEIICCTBE M IOBPEKAAOT AaKCOHBI NepuepHIeCKUX
HepBOB [2, 43]. Takxke mIg 3THX BUAOB aMHJIOWI03a
XapaKTepHa aBTOHOMHAs MOJUHEBPONIATHS: CHMITTOMEI
ABTOHOMHOW TOJIMHEBPOTIATUN BBIICIIAIOT TAITMECHTOB
ATOH TPYHIBI CPEeld IPYTHX MOHOKJIOHAJBHBIX TaM-
Manatuil. KnuHuueckue nposiBjaeHUs aBTOHOMHOW He-
BpOIIAaTHH BKJIIOYAIOT HapylieHHE (QYHKIUU MOYEBOTO
ITy3BIpSI B BHJIC HEACPKAHUS MOYH, OPTOCTATHICCKYIO
TUIIOTCH3UIO, THUIIOTUAPO3, JPEKTWIBHYIO IUCPYHK-
nuio, pacctpoiictBa XXKT (HeMOTHBHPOBaHHYIO IOTE-
PO Beca, YyBCTBO OBICTPOTO HACHIIIEHUS, YePEIOBaHNE
nuapeu U KoHcTunanun) [42, 44]. B otmuane ot ATTR-
u AL-amunonnosa, ans AA-amMunono3a HexapakTepHa
MOJIMHEBPOTIATUS — JTAHHOE 3a00JICBaHNE TPAKTUICCKH
BCEra CONPOBOXKIAETCS MOYCUHON HEIOCTATOYHOCThIO
CO CTOMKHM HE(QPOTHUECKUM CHHAPOMOM [29].
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Juaenocmuxka. Crnegyer OTMETHTb, YTO JHArHO-
CTHKa CHCTEMHOTO aMHJIOM/I03a CIOKHA U OTKJIAJbIBa-
eTcs MPUOIM3UTENHHO Ha 2 To/ia C Hadana KIMHIIECKAX
nposisneanid [40]. B kauecTBe «KpacHBIX (IIa)KKOB»
MIPEUIOKEHBI CIEAYIONINEe CUMIITOMBI: He(ppOTHIECKUit
CHUHJIPOM, CEplieuHasl HEAOCTATOYHOCTh C COXPaHEHHOH
(hpaknmeir BEIOpOCaA, OBICTPOIIPOTPECCUPYIOMIAS TTOIH-
HEBpOMaTHs, HEOObSACHUMAs TemaToOMerayus, Iuapes,
HEMOTHUBUPOBaHHAs MTOTEPs BECa, a TaK)Ke TOBHIIIEHUE
CEpACYHBIX OMOMapKepOB MPH MaparpoTEeNHEMUYECKIX
3aboneBanmsax [37]. [ns IHarHOCTHKK aMUIOW703a
MIPOBOAAT OUOTICHIO OPIOLIHOTO HUpa, CIU3UCTOH Mps-
MOW KHIIKKA U jAecHbl [37, 45, 46]. OnHako 4yBCTBH-
TEJILHOCTh OMOIICHU OPIOLIHOTO KUpa cocTaBisieT 84%
g AL-amunougosa, 15% s ATTRwt-amunongosa
u 45% ana ATTRv-amunongosa, mo3ToMy NMpH OTCYT-
CTBUH OTIOKEHUH aMUJIOMAA IO pe3yabraTtaM OMOICHHU
MOJKO)KHOM JKUPOBOM KJIETYATKU JOMOIHUTEIBHO MPO-
BOJISIT OMOTICHIO CITIOHHBIX JKeJie3 M, TI0 BO3MOXHOCTH,
ouorncuro nopakeHHoro oprana [37, 39, 45]. B tex cny-
yasx, KOIjia Mo pe3ysibTaraM OWOTICHH He MOATBEpPXkKAa-
ercs AL-aMmionzno3, TPOBOAMTCS CHUHTHrpadus
MHOKap/ia, a TaKk)Ke TeHeTHYEeCKOe TeCTHPOBAaHUE HA Ha-
mnune myTtaimu reia TTR, kogupytomero cuares 6enka
TpaHcTupeTrrHa. [Ipu OTCYTCTBHH JaHHBIX MO Pe3yIb-
TaraM CUUHTUTPaQHUd U T€HETHYECKOTO TeCTUPOBAHMUS
Ha TTR-myTanuio, BBINOIHSIETCS T€HETUYECKOE TECTHU-
poBaHue Ha Gonee peakue GOpMbI aMUIIOUA03a.

Jleuenue. JIng nedennst AL-amuinonmo3a, KaKk H BCEX
JIpyTUX BapHaHTOB IOPAXEHUH, acCOLMHPOBAHHBIX
C MOHOKJIOHAJTbHOM TaMManarueil, Ha3HadaroT XMMHUOTe-
paneBTHYECKHE KOMOMHAIIMM Ha OCHOBe OopTe3ommoa,
MendanaHa, TATUAOMIIA U JICHATHAOMHIIA B COOTBET-
CTBHM C TpeOOBAaHUSAMH T'€MaTOJOIMYECKHX MPOTOKO-
JIOB, peXe MPOBOAST TPAHCIUIAHTAIMIO T€MOIO3THYE-
CKHMX CTBOJOBBIX KJeTok [47]. B Poccun ansa neuenus
ATTR-amunounzo3a B HacTosiIiee BpeMsi IPUMEHAIOTCA
CEJIEKTHBHBIEC CTA0MIN3aTOPbI TPAaHCTUPETHHA (Tadamu-
JIAC).

Jekapcmeennasa nonunegponamus. Ilonunespona-
THSI MOXET Pa3BUThCS Ha (pOHE mpremMa JIeKapCTBEHHBIX
IIpenaparoB, UCIOJb3YIOIUXCS B JIEYEHUN TapanpoTen-
HEMHUYECKoTo 3aboneBanus. [I0BBIIIIEHHOMY PUCKY pa3-
BUTHUS JIEKAPCTBEHHO-MHAYLIMPOBAHHON IOJIMHEBpOINA-
THU TIOJBEPKECHBI T€ MAIMEHTHI, ¥ KOTOPBIX MOpakKeHUE
nepugepruieckux HEpBOB HAOIIONAaNoCh paHee (ITHO-
JIOTHS TIPEIIECTBYIOMIEH TOJIMHEBPOIIATHH HE HWMEET
3HaueHus) [34]. JlekapcTBEeHHO-UHIYIUPOBAHHAS MOJIH-
HEBpOIaTHs Yaile HabIromaeTcss Ipyu MPUMEHEHHN Ta-
auaoMHUAa Wi 0opTe3oMuda, OIHAKO TaKUe Ipenaparsl,
KaK JICHAJTUIOMU/T, TIOMATHIOMU I, Kap(huia3oMuo, nkca-
30MH0 ¥ BAHKPUCTHH, TAK:KE MOTYT €€ CIIPOBOLIMPOBATbD,
XOTS ¥ C MCHBIIIEH BEpOSITHOCTHIO. bopTe3oMu0 u Tanm-
nmomu ipubmu3nTenbHo B 20—30% ciy4aeB BBI3BIBAIOT
TTOJIMHEBPOTIATHIO TSDKEJIOHN CTeTIeHH (3-51 CTETIeHb TshKe-
ctH, contacHo kpurepusaM TokcuuHocTH NCI-CTCAE)
[30, 48]. UHrHOUTOPHI IIPOTEACOM BTOPOTO ITOKOJICHUS
(xappunzoMud u MKCa30MUO), a TAKKE MPOU3BOTHBIE
TaguaoMuaa (MOMAaJIMIOMH] W JICHAJUIOMHI) 3HAYH-
TENBHO PEXE CTAHOBSITCA NMPUUNHON MOJMHEBPONATUH:
4acTOTa BCTPEUAEMOCTH TSDKEJIOW MOJMHEBPOIIATHI
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REVIEWS
Tab6numa 5
ITHOJIOTHS NAPANPOTeHHEMUYEeCKOH MOTHHeBPONaTHH
MoHOK/JIOHAJIbHAS FraMManaTust MaxkporiodyTuHeMust MHoxkecTBeHHAsK AMIJIONIO3 JlekapcTBeHHast
KJIHHHYECKOr0 3HAYeHHSs Basbaencrpema MHeJI0Ma A TOJIMHeBPONIATUS
AnTH-MAT -nionuneBponarus Antu-MAT -nonuneBponarus AL-amunounnos AL-amunounnos Bopre3omub
Antn-GM1-nonuueBponarus Antn-GM1-nonuneBponarus Kpuorno6ynunemust ATTRv-amunonnos Tamipomug
AL-amunonnos AL-amMunonnos POEMS-cunmpom ATTRwt-aMunonmos Kapdumzomuod
KpuornoGynunemust KpuonnoGynunemust Heiiponumdomaros Hxcazomud
CANOMAD-cunapom CANOMAD-cunznpom Jlenanmugomug
POEMS-cunnpom Heiiponumdomaros TTomanugoMug
Bunkpnctun
HHpumevanue: MAI — muenuH-acCOUMMPOBaHHbIH muKonpoTeuH; GM1 — moHocuanoranmmo3us; CANOMAD-cHHIpOM — XpOHHYECKas arak-

THUYECKas HEBpomaTusi, odranbMmoruierus, [gM-MOHOKIOHaNbHAS raMManarusi, OOJIe3Hb XOJOJOBBIX ArIIOTMHMHOB M aHTHTENa K JUCHAJOTaHIIHO3HIaM;
POEMS-cuHAPOM — MOJMHEBPONATHS, OPraHOMETANINUs, SHAOKPHHONATUsI, M-IIPOTEHH, KOXKHbIE MPOsIBICHHS; AL-aMHION103 — aMUIIONI03 JIETKUX IIeNeH;
ATTRV-aMHUI0M103 — HACJIEACTBEHHBIH THI TPAaHCTUPETUHOBOTO aMuiion103a; AT TRwt-aMunon103 — QUKUI THIT TPAHCTUPETHHOBOTO aMHUIIOH03.

Table 5
Etiology of paraproteinemic neuropathy
Monoclonal gammopathy of Chemotherapy-
clonat gammopatiy Waldenstrém macroglobulinemia | Multiple myeloma Amyloidosis induced peripheral
clinical significance
neuropathy
Anti-MAG neuropathy Anti-MAG neuropathy AL amyloidosis AL amyloidosis Bortezomib
Anti-GM1 neuropathy Anti-GM1 neuropathy Cryoglobulinemia ATTRv amyloidosis | Thalidomide
AL amyloidosis AL amyloidosis POEMS syndrome ATTRwt amyloidosis | Carfilzomib
Cryoglobulinemia Cryoglobulinemia Neurolymphomatosis Ixazomib
CANOMAD syndrome CANOMAD syndrome Lenalidomide
POEMS syndrome Neurolymphomatosis Pomalidomide
Vincristine

Note: MAG — myelin-associated glycoprotein, GM1 — monosialotetrahexosylganglioside;, CANOMAD syndrome —

chronic ataxic neuropathy,

ophthalmoplegia, IgM M-protein, cold agglutinins and disialosyl ganglioside antibodies; POEMS syndrome — polyneuropathy, organomegaly, endocrinopathy,
M-protein, skin changes; AL amyloidosis — light chain amyloidosis; ATTRv amyloidosis — hereditary transthyretin amyloidosis; ATTRwt amyloidosis — wild-

type transthyretin amyloidosis.

IpU UX NpUMEHEHHH cocTaBister < 2% [34, 49-51].
BunkprcTiH BeI3BIBaeT monuHeBponaruio B 20% ciy-
yaeB (BCE CTENEHM TSDKECTH MOMMHEBpomnaruu) [49].
[lonuueBponarus mpu NPUMEHEHUHM XUMHOTEPANEBTH-
YECKHMX NpernaparoB OOBIYHO HOCHT CMEIIAHHBIA CEH-
COPHO-MOTOPHBIH XapakTep, COIPOBOXKAAETCS HEBPOIIa-
THUYECKOH OONBI0 M MHOTZA CUMIITOMAaMU BEreTaTUBHON
HEIO0CTAaTOYHOCTH (KOHCTUIALUA, OPTOCTATHYECKas I'H-
MOTEH3MsI, SpEKTHIIbHAS AUCHYHKLMS U T.1.) [34, 52].

B nacrosiiee BpeMsi He CyILIECTBYET Tepanuu, KOTo-
past Momia Obl MPeNOTBPaTHTh Pa3BUTHE JIEKAPCTBEH-
HO-MHyLIUPOBAHHOW IIOJMHEBPOIATHH, OJHAKO, CO-
[JJACHO PEKOMEHIAIMsIM AMEpPHUKAaHCKOIO OOIIecTBa
KJIMHUYECKUX OHKOJIOTOB, IJISI YCTPaHEHHs O0JIeBOrO
CHUH/IpOMa PEKOMEHIYEeTCsl IPUMEHSATh AyJoKceTuH. Ta-
KM€ IIpenaparsl, Kak rabaneHTuH, aMUTPUITWINH U Oa-
KiIo(eH, TakkKe MPUMEHSIOTCS, OIHAKO HX d((PEKTHB-
HOCTH UMeeT cadyio moka3aTenbHyto 0a3y. Ilarmentam
C JIeKapCTBEHHO-WHAYLIMPOBAHHOH TMOJMHEBpONATHEH
PEKOMEHIYIOTCS TaKKe HEMEIUKAaMEHTO3HbIE METO.bI
JICYCHUS: HIIOYKaJbIBaHWE, Maccax, JjedeOHas (us-
KyJbTYpa u 1p. [53, 54].

ITockonbky knuHuudeckas kapruHa IIIIH necnenu-
(uyHa, ManUeHTaM 4YacTO YCTaHABIMBAETCS AUArHoO3
XPOHHUYECKOW BOCHAIUTENBHOW AEMUEIMHU3UPYIOLIEH
nionmpaaukyionesponarnu (XB/III) u, kak ciencreue,
Ha3Ha4yaeTcsl Tepamnus, KoTopas He oOjerdaer TeueHHe
OCHOBHOTI'O 3a00JieBaHMA. YIIyCKaeTcs BpeMs, KOTOpOe
MOTJIO OBITh WCIONB30BaHO JJIsl MAaTOT€HETUYECKON Te-
panvy, HanpaBJIeHHOW MPOTUB OITyXOJIEBOM MPOJIH-
(depanuu W CHHTE3a MaTOJNIOTHYECKOro Oenka. Taxoke

y HekoTopbix manueHTtoB XBJ/III moxer cocylecTso-
Bath ¢ MI'H3 (XBAII-MI'H3). Tako#t denornmr XBIT
umeet cxoxkue ¢ [MIMH xnuHMYeckue u 3mekTpodusno-
jJoruyeckue napamerpsl. 110 cpaBHEHUIO ¢ HIMONATH-
yeckoit XB/III Bapuant XBJAII-MI'H3 nporpeccupyet
MemJIeHHee, IJIs Hero Oojiee XapaKTepHBI CEHCOPHBIE
HapyUICHUS! U CEHCUTUBHAS aTaKCHsl, OHAKO MIPUMEHS-
emas ripu XBJIIT tepanust ocraercs apdexTuBHOi [55].

[pu Benenun nanmenta ¢ [ITH HeoOxomumo ompe-
JIEJUTh ATUOJOTUIO U MATOT€HETUYECKUA MEXaHU3M I1a-
panpoTEeHHEMUHU. DTOT BaXKHBIHM 3Tall UTPAeT KIIOUEBYIO
pOJTb B AWATHOCTUKE W JIeUeHUH 3aboieBanms (Tadi. 5,
6). Taxke HEOOXOAMMO OLICHUBAaTh KIMHUYECKYIO Kap-
THHY W crenn(UIecKue MapKepbl TeMaTOIOTHIECKOTO
3a00NeBaHUsS — «KpacHble (Quaxkku». B Tex ciydasx,
KOIZIa y TalMeHTa UMEKTCS CHUMIITOMBI I'€MaTOJOTU-
yeckoro 3aboneBanus, nuaruo3 [1[TH, kak nmpaBuio, He
BEI3BIBAET 3aTpyAHeHni. OHAKO KIMHAYECKas KapTHHA
raMMarnaTid MOXKET MPOSBISATHCS TMOCTENEHHO, Je0I0-
THPYS TIOpaKEHHEM BOJIOKOH Tiepreprieckux HepBOB:
tak [gM-MI'H3 B 50% BbI13BIBacT aHTU-M AT -TIOMHEB-
pomnaruto, kotopas umeeT uaeHTHIHbI ¢ XB/II1 deno-
tun DADS [56]. B Takom ciydae maTroreHETHYECKas
tepanuss XB/III He Oymer >QeKkTHBHOIN: CHMITTOMBI
raMMarnarid MOTYT HpPOTPECCHpPOBATh, YTO MOTPEOyeT
MepecMOoTpa JUarHo3a.

B mopo0HBIX ciydasx PEKOMEHIYETCS MPOBECTH
anekTpodope3 OSIKOB TIa3Mbl KPOBH C UMMYHO(HUKCA-
Mel U COMOCTaBUThH MOMYUYEHHBIC AHHBIE C Pe3yNbTa-
Tamu 3ekTpoHeripomuorpadrm (OHMI') u anmexTpomu-
orpaduu (OMI) [10].
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Tabnuima 6
XapakTepHcTHKA MOJIMHEBPONATHH B 3aBUCHMOCTH OT 3THOJIOTHYecKoro gakTopa
IMoauHeBponaTust MexaHu3m CuMNTOMBI
AnTu-MATI -nonuneBponarust JleMuenuHu3upyomas CeHCOpHBIE HapyLIEHUs, KOTOPbIE MOTI'YT COIIPOBOXIATHCSI CEHCUTHBHOI
aTaKkcueld U MHTEHLMOHHBIM TPEMOPOM B KHCTSX U NaJbLIax pyK
POEMS-cunapom JlemuenuHU3Npyomas CeHCOpHO-MOTOPHBIE HAPYILIEHHS C HEBPOIIATHYECKOH OOJIBIO
Knaccuueckas XBJIIT IepBruuHo CeHCOpHO-MOTOpPHbIE HAapYIIEHUs! B TUCTAIbHBIX U MIPOKCUMAIILHBIX OTAEIaX
JIEMHEJIMHU3HPYOLIAs KOHEYHOCTEH
Kpuornobynuaemust [TepBruHO akcOHaNbHAS Brictponporpeccupyroiiue (< 6 MecsIeB) CEHCOPHbIE HAPYIICHUS

C HEBPOIATHUECKOH OOIIBIO

Amunonnos (AL, ATTR) AKcoHabHas BricTponporpeccupytonye (< 6 MecsiiieB) CEeHCOPHO-MOTOPHbBIE HAPYIIEHUS
C HEBPONATUUECKOH OOJIbIO M BET€TATUBHOMH HE0CTATOYHOCTHIO
Heiiponumpomaros CmeranHas CeHCOpHO-MOTOPHbIE HAPYIIEHUsI C HEBPONIATHUECKOI 60JIbI0
CANOMAD-cunapom CwmeraHHas CeHCOPHO-MOTOPHbIE HAPYIICHUsI, CCHCUTUBHASI aTaKCHsl, O TaJIbMOILIETUsI
JlexapcTBeHHas CwMmernranHas CeHCOpHO-MOTOPHbIEC HAPYILEHHUSI C HEBPOMATHUYECKOW OO0JIbIO U BEr€TaTUBHOM
NIOJIMHEBPOIIATHS HEJI0CTaTOYHOCTBIO
Ipumeuanue: MAI — muenuH-accounnpoBanHblii mmkonporenH; XBJII — XpoHudeckas BOCHANHMTENbHAS IEMUCITHHU3UPYIOIIAs MOJIUPATUKYI0-

HeBponarus; AL-amuinonno3 — ammitonno3 serkux ueneit; ATTR-amunonno3 — tpanctupetnHoBbliii ammnono3; CANOMAD-cuHIpOM — XpoHHYECKas
aTakTH4YecKas HeBponatus, opTaapMoruierus, [gM-MOHOKIIOHANBHAS raMManarys, 00JIe3Hb XOJIOIOBBIX arrIFOTHHUHOB U aHTHTENA K JUCHAJIOTaHIIMO3HIaM;
POEMS-cuHApOM — NOJIMHEBPONATHUS, OPraHOMETallHs, SHIOKPHHONATHS, M-ITPOTEHH, KOKHBIE IPOSIBICHUSI.

Table 6
Characteristics of polyneuropathy depending on the etiological factor
Polyneuropathy Mechanism Symptoms
Anti-MAG neuropathy Demyelinating Sensory loss with gait imbalance and tremor in the fingers and hands
POEMS syndrome Demyelinating Sensorimotor disturbances with pain

Typical CIDP

Primary demyelinating

Sensory loss with proximal and distal weakness

Cryoglobulinemia

Primary axonal

Rapidly progressive (< 6 months) sensory loss with pain

neuropathy

Amyloidosis (AL, ATTR) Axonal Rapidly progressive (< 6 months) sensorimotor disturbances with pain and
autonomic disfunction

Neurolymphomatosis Mixed Sensorimotor disturbances with pain

CANOMAD syndrome Mixed Sensorimotor disturbances, sensory ataxia and ophthalmoplegia

Chemotherapy-induced Mixed Sensorimotor disturbances with pain and autonomic disfunction

Note: MAG — myelin-associated glycoprotein; CIDP — chronic inflammatory demyelinating polyradiculoneuropathy; AL amyloidosis — light chain
amyloidosis; ATTR amyloidosis — transthyretin amyloidosis; CANOMAD syndrome — chronic ataxic neuropathy, ophthalmoplegia, IgM M-protein, cold
agglutinins and disialosyl ganglioside antibodies; POEMS syndrome — polyneuropathy, organomegaly, endocrinopathy, M-protein, skin changes.
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Fig. 1. Diagnostic flowchart of peripheral neuropathy associated with IgM monoclonal gammopathy [10]
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Fig. 2. Diagnostic flowchart of peripheral neuropathy associated with IgG and IgA monoclonal gammopathy [10]

[Tarmenram ¢ [gM-ramMmmanarueit u nepudepudaeckoit
HEBpOMaTHel, TMarHoCTUPOBaHHOM 10 JaHHBIM DHMI
u OMI, npoBoAAT psiA UcciaeI0BaHUM B 3aBUCHUMOCTH OT
MexaHu3Ma nopaxenust HepoB (puc. 1) [10]. Ilpu ne-
MUETHHAZUPYIONIEH ITONMHEBPOIIATHH IIeJIeCO00pa3HO
nmaboparopHoe uccienoBanue Ha aHTH-MAT -anTuTena,
YTOOBI UCKITIOUUTH aHTH-MAT -onnHeBponaruto. B Tom
CIIy4ae, €CIU Pe3yabTaThl Jab0PaTOPHBIX UCCIIETOBAHUI
OKa3aJIUCh OTPULIATENbHBIMA WU HMEIOTCSI CUMIITOMBI
XPOHUUYECKOW aTaKCUU M O(PTaIBLMOILICTHH, TPOBOIAUT-
cs1 TabopaTOPHBIN aHAIHN3 HA aHTUTENA K TAaHTITHO3HIaM,
4yT100b!I cKIII0UNTE CANOMAD-cunapom. J[Ba orpuiia-
TEJBHBIX PE3yNbTaTa — MOBOA ISl PEBU3UM JUArHO3a:
HEOOXOIMMO IMOBTOPHO PaCCMOTPETh BO3MOXKHOCThH pas-
putus XB/III u IIITH. ITarmerTam ¢ akCoHAaIbHOM HIIH
CMEIIaHHOW MOJIMHEBPONIATUEN PEKOMEHIOBAHO MPOBE-
CTH WCCIIEZIOBaHUE HAa KPUOTTIOOYIMHEMHIO U aMUJIOH-
J103, a IIPH aTHIIMYHOM WJIM OBICTPOIPOrPECCHPYIOIIEM
TedeHUH 3a00JIeBaHNS — OHOIICHIO HEPBa, YTOOBI B TOM
YHUCIIC UCKITIOYUTh HEHpOoIMM(OMaTO3.

IIpy Hamuyuy B KPOBH MAlMEHTa MOHOKJIOHAJIBHO-
ro IgA unu IgG (puc. 2) Ha3HayaeTCsl aHAJIU3 Ha KOH-
LEeHTpanuio (pakTopa pocra SHAOTETHUS COCYIOB, YTOOBI
uckiounts POEMS-cunapom [10]. B cnyuasx orpuna-
TENBHOTO Pe3ylibTaTa HanOosee BEPOSITHBIM JHAarHO30M
ocraercs XB/III. Ecnu nonuHeBponarust UMEET aKco-
HaJIbHbI WM CMEUIAHHBIA XapaKTep NOpaXeHHs, TO
B MEPBYIO OYEpeIh HCKIIOYACTCS KPHOITIOOYTHHEMIUS
1 aMWION103. B aTMUYHBIX U OBICTPONPOTPECCUPYIO-
HIMX CIydYasiX, a TAKKe I UCKIIIOYCHUs HerpoinumMpo-
MaTo3a IPOBOJUTCS OMOIICHS HEPBa.

3akiiouenue. [lapanporenHeMuuecKue IMOIUHEB-
poraTuy WUMEIOT HO30JOTHYECKH Hecnenuduueckre
KIMHAYECKUE W MHCTPYMEHTAILHBIE TPOSBICHUS pa3-
JUYHOU CTENEHU BBIPAXKEHHOCTH U MPEICTABISIOT

O0OBEKTUBHBIE TPYIHOCTH B OIPEICICHUU HX ITHOJO-
rui. CBOeBpeMeHHasl UAarHOCTHKa MaparpoTeHHEMHU-
YecKuX 3a00JieBaHUN KpaiiHe Ba)kHA, TaK KaK HPearo-
JlaraeT HasHadeHue S((EKTUBHOW MATOTCHETUYECCKON
TEpaIny, YBEININBAIOIIEH TPOJOIKUTEIBHOCTD KU3HU
ManueHToB. B To jxe BpeMs mpemaparbl, HUCIOIb3ye-
MBbI€ Ul TOAABIEHUS OIYXOJIEBOTO KIIOHA KIIETOK, MO-
IyT CTarb IPUYHMHOM JIEKAPCTBEHHO-UHIYLUPOBAHHOMN
MOJIMHEBPONATUU. B 1eIoM, IHarHoCTHKa W JICYEHUE
MapanpoTeMHEMUYECKUX MOJMHEBPONATHI — 3aja4a
MYJIBTUANCIUIUIMHAPHON KOMAaH[BI, BKJIIOYAIOIIEH TIe-
MAaroJIOroB, HEBPOJIOTOB, JHIIOKPUHOJIOTOB, HE(pOIO-
OB, JIEPMATOJIONOB U IPYIMX CIEUUaaucToB. barogaps
TaKOMy B3aWMOJEHCTBHIO BO3MO)KHO COKPAaTUTh BpEMS
JMarHOCTHYECKOTO MOMCKA, ONPEAEIUTh PUCK ITpOrpec-
CHUpOBaHUS M TpaHcdopmanuu 3a00JIeBaHMs, a TaKXKe
Ha3HauuTh () (PeKTUBHYIO hapMaKOTepaIHIo.

Konduauxkr unTepecoB. ABTOPHI 3asBISAIOT 00 OT-
CYTCTBHH KOH(IUKTa HHTEPECOB.

®unaHcupoBanme: VccrienoBanue BBHITIOTHEHO 0e3
(MHAHCOBOM MOAECPIKKH.
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