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M.B. JInnkos!, J)K.M. Ko3uu', H.H. YcoBa?

IHAPAITPOTEMHEMMWYECKHUE ITIOJIMHEBPOITATUUA Y IAIIMEHTOB
C IVIABMOKJVIETOYHBIMA HOBOOBPA3OBAHUAMMU

TV «PHIIL] paouayuonnoii meduyumnsl u 3kono2uu yenosekay, 2. I omens, berapycw,
2O «Iomenvckuil 2ocyoapcmeenuviii MeOUyUuHCKuil yuueepcumemy, 2. Iomens, Berapyco

K OCHOBHBIM IIa3MOKJIETOYHBIM HOBOOOpPA30BaHUSAM, KOTOPBIE XapaKTEPU3YHOTCS IpPO-
audepanreil KIOHAIBHBIX MIa3MaTHYECKUX KIETOK, MPOIYLHUPYIOMIUX MOHOKJIOHAJIbHBIA UM-
MYHOIJIOOYJIUH, OTHOCATCS MOHOKJIOHAJIbHAS TaMMaIrlaTHsi HeONpeAeIEHHOTO 3HaYeHUs, MHO-
KEeCTBEHHas Muenoma, AL-aMuinon03, coluTapHas mia3MoIUTOMa, JUMQOILIa3MOIUTapHas
auMmdoma, MakporiiodynrHemust Banpaencrpema, nepBudHas 00J1€3Hb X0JIOI0BBIX arrIIOTHHU-
HOB, 00JIE3HU TSDKENBIX LIETIed, MIIa3MOKJIETOUHBIHN JIeHKO3, a TaKKe HEKOTOphIe MapaHeoIuia-
cThuueckue cuuapomsl. [loa Bo3aelicTBEM MOHOKIOHAILHOTO UMMYHOITIOOYJIMHA Ha aKCOHBI
WA MUEJIHHOBYIO 000JI0YKY HEHPOHOB Y psijia MAIUEHTOB C IJIa3MOKJIETOYHBIMU HOBOOOPA30-
BaHUSIMU (POPMUPYIOTCS MTapanpoTenHEMUYECKUE IIOJIMHEBPOIATUH, KOTOPBIE XapaKTePU3YIOT-
Csl MEJIJICHHBIM TE€YCHHEM U CXOKHMH KIIMHUYECKUMU U UHCTPYMEHTATbHBIMU MPOSIBICHUSMU,
YTO 3aTPYyAHSIET UX AMATHOCTHKY U TuddepeHInanbHy0 TMarHocTuKy. B ganHo# cratse cu-
CTEeMaTU3UPOBAHBI PE3YJIBTAThI aKTyaIbHBIX HUCCIEI0BAHUMN, MOCBAIEHHBIX TATOTEHE3Y U KIIU-
HUYECKUM O0COOCHHOCTSIM MaparnpoTenHEMUYECKUX MTOJIMHEBPOIATHIl TP Pa3INyYHbIX IL1a3Ma-

THYCCKUX HOBOO6p&30BaHI/I5[X.

Kniouesnte cnosa: niazmoxiemoutvle H06006p6130661Hu}1, MHOMNHCECMBEHHAA MuUelioma, na-
panpomeuHemudecKue nojiuHesponamuu, Kﬂaccud)umuuﬂ, namoceHnes

Beeoenue

[Ina3mokneToynble  HOBOOOpa30BaHUS
(ITH) npencraBnsitoT co00Ol TeTEpOreHHYIO
rpynmy 3a00jieBaHMid, KOTOpbIE XapaKTepH-
3yIOTCSl HAKOIUIEHMEM KJIOHAJBHBIX ILIa3-
marudecknx kietok (I1K) B koctHoM mo3re
(KM), mpoayuupyromx MOHOKIOHAIBHBIH
nmmyHnornoOynuH (Ig) [1]. [TH Bo3HuKatoT U3
B-kierok nmo3auux craguit nuddepeHIpoB-
KM ¥ IPOXOJST HECKOJIBKO CTYIIEHEH KIIOHAJIb-
HoU mporpeccuu. OxHUM U3 Hambosee pac-
npoctpan€HHbiX [1H sBisieTcss MHOXKECTBEH-
Has muesnoma (MM), Ha om0 KOTOpOil Mpu-
xoautcst okosio 10% oT Bcex 3710KauyecTBEH-
HBIX T'€MaTOJIOTUYECKHX HOBOOOpa30BaHUI
[6]. Hoxnmuanueckoi craguei, B 90% ciydaen
npeauecTsyomed MM, sBiseTcs MOHOKIIO-
HajbHasl raMMarnarusi HeorpeneaEHHOro 3Ha-
yenust (MI'H3), Bctpeuaromasicsa y 3—4% mna-
LueHToB B Bo3pacte crapiue 50 ser. OnHako

MOHOKJIOHAJIbHBIN OCJIOK MOXKET ONPEACIIATh-
Cs TP Pa3IMYHON COMAaTUYECKOM MMAaTOIOTHH,
WH(PEKIIMOHHBIX COCTOSHUSX, Ay TOUMMYHHBIX
3aboneBanusx [8, 9]. IIpomexyTounoit Oec-
cuMnTomMHou craguedt mexay MI'H3 u MM
aBisiercs Tietomas muenoma (TM) [6]. Dop-
mupoBanue nonuHeBponaruu (ITHIT) va pone
[TH oOycnoBrneHO B3aUMOJECHCTBHEM MOHO-
KIIOHAJIbHBIX MMMYHOTJIOOYJIMHOB C QHTHTE-
HAaMHU aKCOHOB WJIM MHEJIMHOBOW 000JIOUKH
HeHWpoHOB. Tak Kak KIMHUYECKAsi KAPTUHA Ma-
panporennemuueckor [THIT necneuuduuna
u TpedyeT nuddepeHnnanbHON TUarHOCTHKA
C XPOHHUYECKOM BOCHAIUTEIBHON JAEMHUENH-
Husupytomert [THII, To Heo6xoaumo BKIItO-
yarh B 00CJe0BaHHE JOMOJIHUTEIbHbIE Me-
TOJIbI TUATHOCTHUKH.

ILlenvro maHHOTO 0030pa SBHUIOCH 0000-
LOICHUE U CHUCTEMaTH3alus CYyIIECTBYIOIINX
uccuenosanui, noceaménusix 1IH u napa-
nporenHemuueckum [THIT.

Meouko-6uonocuueckue npobnemwl xcuznedesmenvhocmu. 2025. Ne 1(33) 29



M.B. Jlunxos, 2K.M. Kozuu, H.H. Ycoea

Pacnpocmpanénnocmo u ouaznocmuue-
CcKue Kpumepuu Naa3MOKIemo4HbIX HOB0-
oopazoseanuil

ITo pexomenpanusm BecemupHoil opranu-
3armu 3npaBooxpanenus (BO3) knaccuduka-
mus ITH, ocHOBaHHAs HA TUIIC MOHOKJIOHAIE-
HOTro OeJiKa ¥ HaJUYUU CUMIITOMOB IOpaxe-
HUS OPTaHOB, B MOCJIEIHUE TOJIbI OCYIIECTBIIS-
Jlach comacHo nepecmMotrpeHHoi B 2016 roay
KI1accH(hUKAIUM TeMaTOJIOTHYECKUX HOBOOO-
paszoBanwuii [2]. B 2022 roxy 0butH o1y 0OnmKko-
BaHbI JIBE NIEPECMOTPEHHBIEC KJIACCH(PHUKALINU
ITH: knaccudukanus BO3 onyxoneii kpoBeT-
BOpHOW M JMM(pOUTHONW TKaHel 5-ro mepe-
cmotrpa (WHO-HAEMS) u MexnyHnapoaHas
KOHCEHCYCHasl KjacCU(UKaIHs 3pebIX JTUM-
¢ounubix onyxonei (ICC-2022) [3, 4]. Ilpu
JIeTaTbHOM CPaBHEHHUH 3TUX JIBYyX Kiaccupu-
Kalliil B YaCTH ONMMCAHUS TIA3MOKIETOUHBIX
OIyXOJIed M POJACTBEHHBIX UM B-KI€TOUHBIX
nuMdornponudepaTuBHBIX 3a00JIEBaHUM, TPO-
TEKaIOIUX C CEeKpelurueid MOHOKIOHAIBHOTO
Ig, oTMeueHbl HEKOTOpbIE HOBBIE KAaTEropuu
Y BapuaHTHl 3a00JIeBaHUi, BBIIETICHHE KOTO-
PBIX B CaMOCTOSITENIbHBIE KaTETOPHH CTaJIo
BO3MOXKHBIM OJiaroiapsi MHTETPAUUA KIWHU-
YEeCKHX, Ja00paTOpHBIX U MOP(HOIOTHUECKUX
3nanuii [5]. Tak, B knaccupukanuo WHO-
HAEMS BBeneHn! 3 HOBBIE HO30JOTHUECKHE
(hopmbl: 00JIE3HD XOJIOAOBBIX ArTIIOTHHUHOB,
MOHOKJIOHQJIbHASI TaMMaraThs IOYeYHOTO
3HAUEHUS W MapaHeOoIIaCTUIECKHI CHHAPOM
AESOP (Adenopathy and an Extensive Skin
Patch Overlying a Plasmacytoma), a TepMuH
«TIEPBUYHBIA aMUJIOUI03» 3aMEHEH Ha «aMH-
JIOUJI03, CBS3aHHBIN C UMMYHOITIOOYIHHOM»
(AL-amunounnos). B knaccudpukanuu ICC-
2022 BBeIEHBI TaKWe HO30JOTHYECKUE (op-
MBI, KaK MOHOKJIOHAJbHAsi TaMMamnarusi He-
ONPENENEHHOIO 3HaYeHus ¢ cexpeuuen IgM
MJ1a3MOKJIETOYHOTO TUTIA, IEPBUYHAS O0JIE3Hb
XOJIOJIOBBIX arIIOTUHUHOB U KaTeTOpHs orpa-
HuyeHHoro AL -amuiongosa.

K ocnoBubM ITH ceromus, cormacHo Kiac-
cupukammsim  WHO-HAEMS u 1CC-2022,
OTHOCAT JUM(OIIa3MOIMTApHYI0 JTHUMpOMY
(JITIJI), B TOM uucne MakporaoOyITHHEMHUIO
Bampnenctpema (MB); MI'H3, mnporekaro-

uryto ¢ cexkpenueit IgM u ve-IgM MI'H3; niep-
BUYHYIO 0OJI€3Hb XOJOAOBBIX ArmIIOTUHUHOB
(mbXA); 601311 TSHKENBIX LIETCH; II1a3MOKIIe-
TOYHBIE OITYyXOJIM, B TOM 4rcie MM, KOCcTHYIO
U BHEKOCTHYIO COJHUTAPHYIO ILIA3MOILIUTOMY
(CIT); 6ose3HHM IETO3UTOB MOHOKJIOHATIBHOTO
Ig (AL-aMunonno3) u mapaHeoracTU4ecKue
CHUHJIDOMBI, CBSI3aHHBIE C IUIA3MOKIJIETOYHOM
nponudepanueit, Takue kak POEMS-cunapom
(momuHeBpOMAaTHsI, OPraHOMETaIus, SHIOKPH-
Homatusg, M-TIpOTEHH, KOXXHbIE W3MEHEHHs),
TEMPI-cunapom (TeacaHTUIKTa3us, ITOBBI-
HICHHBIA YPOBEHb HSHJIOTEHHOTO 3PUTPOIO3-
TUHA U BTOpUYHBIN 3putporuto3, MI'H3, Ha-
KOIUICHHUE KHUIKOCTH B MapaHedpaabHOM Ipo-
CTPaHCTBE, BHYTPHJIETOYHOE IIyHTUPOBAHHUE),
AESOP-cunapom (peruonapsas aumdaaeHo-
narus, CII u koxHbIe nposiBiieHus) [5].

MM — B-kiero4yHas 370Ka4eCTBEHHAas
OITyX0JIb, MOP(OJIIOTUYECKUM CyOCTPaTOM KO-
topoit senstoresa 1K, mpoxyuupyrome mo-
HOKJIOHaNIbHBINA Ig [7]. Jlnarno3 cummnroma-
trnyeckoi MM ocHoBaH Ha BeisiBiIeHUH 10%
u 6onee knonanpHbIX [IK B KM w/unu Ouon-
CUITHOM MaTepuale B COYEeTaHUU C OJHUM WU
6onee CRAB-kputepues (runepkaibIliieMus,
aHeMUsl, ToYeyHasi HeAOCTaTOYHOCTh, HaJH-
YHe OCTEOACCTPYKTUBHBIX OpakeHUN) [6].

Huarno3 MI'H3 noarBepskiaercs npu Bbi-
siiennn Menee 10% IIK B KM u koHueHTpa-
el M-mpoTerHa B ChIBOPOTKE KPOBU MEHEe
30 r/n w/unm 6enka benc-/[)xoHca B Moue Me-
Hee 50 mr/cyt [6]. Puck mporpeccupoBaHus
MI'H3 Bo MM cocrasiser oxono 1% B roxn
[10]. TM B otiinuue or MI'H3 nporpeccupyet
yarie — 10 10% B ros1 B Te4eHHUE NEPBBIX S JIET
rocJie MOCTAaHOBKU JMAarHo3a, B TEUEHHUE clie-
nyromux 5 ner — 3% B rog, a 3ateMm — 1,5%
B o7 [11]. B otmriuue or MM, TM He TpeOyet
NpOBeNIeHHs CrelU(PUUECKOil Teparuy BBUIY
orcyrctBusi CRAB-kpurepues [6].

CII — noxanu3oBaHHas TU1a3MOKJIETOUHAS
OITyXOJ1b, TIOPAXKAIOIIAast KOCTU, MITKUE TKaHU
WINA OT/AEJIbHBIE OpraHbl B BUJE OIMHOYHOTO
oOpa3oBaHust 0e€3 TMPOSBICHUS CHUCTEMHOTO
HeorutacThuueckoro mponecca [12, 13]. Bsi-
JENSIOT SKCTPaMENyUISIPHYIO TL1a3MOIIUTOMY
(OMII), He cBsA3aHHYIO C KOCTHOM TKaHBIO;
CII, cBszannyto ¢ koctHO# Tkanbto (CKII) u
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CII ¢ MuanmansHbIM nopaxkenuem KM. [Ina-
rao3 CII ocHOBbIBaeTcs Ha pesyabrarax Ou-
OIICUH TKaHU U TMCTOJOTMYECKOM M UMMYHO-
TMCTOXMMHUYECKOM IOATBEPIKIECHUM HATUYMS
kioHanbHBIX [IK, KOoTOpBIE 0OBIYHO IKCIIpEc-
cupytor CD138 w/umu CD38 [14]. Puck npo-
rpeccupoBanus Bo MM 3a 3 rona npu CII Ge3
nopaxenust KM cocrasnsier 10%, a ¢ MuHu-
ManbHbIM ero nopaxenueM KM (menee 10%
masMarudeckux kinetok) — 60% nns CKII u
20% — st OMII coorBeTcTBeHHO [ 14].

JIIIJT. — omyxXonb, KOTOpas COCTOUT
U3 IJIa3MOLMTAPHBIX JUMQOILUTOB, MAaJbIX
B-nmuMdonuToB M miazMaTH4ecKuX KIETOK
[3]. Yame JIIIJI nopaxxaer KM, pexe — num-
(aruyeckue y3ibl U CeNe3EHKY.

Juaruno3 MB nmpaBoMOY€H IpU COYETAaHUU
npusHakoB nopaxenus JIITJI KM u cexperun
MoHoKJIoHabHOTO IgM [15]. s MB mpo-
rpeccupoBanue B0 MM He xapaktepHo [16].

K nbXA oTHOCAT ayTOMMMYHHBIE T€MO-
JUTUYECKHE aHEMUU O€3 IBHOTO KIIMHUYECKO-
r'0 OHKOJIOTHYECKOTO Tpolecca, 00yCcIoBIeH-
HbIE€ AHTUAPUTPOLUTAPHBIMU AHTUTEIAMH K
C3d-kOMITIOHEHTY KOMIUIEMEHTa (XOJIOIOBBI-
MU arrcmotuHuHamu) [17]. 3aboneBaeMOCTh
nbXA cocrasnser ot 0,5 1o 1,9 ciyyas nHa 1
MJIH HaceJEeHMsI B TOJl M Yallle BCTPEYaeTCs B
CTpaHax ¢ XOJOAHBIM KiuMaToM [ 18]. B 60:b-
IIMHCTBE cliyyaeB cyoctparoM nbXA sBns-
ercst muMonponudeparuBHoe 3a00neBaHUe
KM, accouunnpoBannoe ¢ bXA [19]. uaruos
MOATBEP)KIAeTCa NPSAMOM MoHocmeuupuie-
ckoli peakiueit Kymbca ¢ THTpOM XOJI0A0BBIX
anruren 1:64 u 6onee, mpu 3ToM B 90% ciryua-
€B XOJIOJIOBBIE arlIIOTUHUHBI IPECTABIISAIOT
coboit anTuTena uoruna IgMk co crieruduy-
HOCTBIO K aHTUTEHY I, KOTOpPBII IPUCYTCTBYET
Ha SpUTPOLUTAX BCeX rpymi kposu [20].

Tepmun «AL-amunonno3» (panee —
«TEPBUYHBIA aMUJION]103» ) IPEANONIaraeT 4yeT-
KO€ pa3/ielieHue aMUJIOU/103a, CBSI3aHHOIO C Ig
OT Apyrux (hopM aMHIION103a, HE CBA3aHHBIX C
B-Ki1€TOUHBIM KIIOHAJIBHBIM IIpOIIeccoM U 00-
JIE3HEH JEIIO3UTOB JIETKUX U TOKEINBIX Iemeit
HeamuiionHo# npupoas! [3]. ComtacHo kiac-
cudukanmu ICC-2022 oTnenbHO BBIICTSIIOT CH-
CTEMHBIA W J0KaIM30BaHHLINA AL-amMunonmos
[4]. HactoTa Tpanchopmariu JokansHoro AL-

aMWION/I03a B CUCTEMHBIII HE IpEBbINIAET 2
MpOIeHTOB. J1JIs1 HEro XapakTepHO MOpaKeHHe
OpPraHOB MOYEBBIBOSIICH CHCTEMBI, JETKUX
Y BEPXHUX JbIXaTENIbHBIX IyTEH, KOXKH, JKEIIy-
JIOYHO-KUIIIEYHOTO TpakTa [21].

K na3mMokieTouHbIM Oy XO0JIsIM € KpaliHe
arpecCUBHBIM TE€YEHHEM OTHOCST IJIa3MOKJIe-
tounbli neiiko3 (ITKJI), kotopeiii mposBiseT-
Csl BBIXO/IOM B NepU(PEpUUYECKYI0 KPOBb LIUP-
kynupyromux 11K, maccuBHON mapanporeu-
HEMHUEH, TUIIEPKAIBLIUEMHUEN U SKCTpaMeyIl-
JISIPHBIMU MTOPAXKEHHUSIMH, OBICTPO MPUBOTUT K
LUTOINEHUU U OCTPOMY MOBPEKICHHUIO MOUEK
[22]. BbioensioT NmepBUYHBI U BTOPUYHBIN
[TKJI, pa3BuBLIMIICS B pe3yJIbTare mporpec-
cun MM. Jlns nmocranoBku auardosza [1KJI
noMuMo kputepueB MM HeoOXOAMMO HaJH-
yre >5% I1K B nepudepuyeckoii kposu [6].

Cpenu Bcex MapaHEOIUIaCTUYECKUX CHH-
JIPOMOB, CBSI3aHHBIX C IUIA3MOKJIETOYHOMN
nponudeparueii, ocoboe MecTo 3aHUMAaeT
POEMS-cunzapoM, NpOSBISIIOIIMNICA HEBPO-
JIOTUYECKON CUMIITOMAaTUKOM, CBSI3aHHOM C I10-
BpEXJIeHUEM Iepudepuyeckux HepBoB [23].
B ocnoge naroreneza POEMS-cunnpoma e-
*UT nponngepanus kioHanbHbIX [IK B KM ¢
oOs3arenbHBIM Hamuurem [THIT [24].

Hamozene3, K/IHHUYEeCKUe npoAe61eHuUA
U OuUaZHOCMUKA napanpomeunemuqecwoﬁ
nojluHesponamuu y nauuernmoe C njiaimo-
KJiemoOYHbiMU H06006pd308auu}mu

Hemuenunnsupyromas [THIT dbopmupy-
€TCsl IPU B3aUMOJICHCTBUM UMMYHOIJIOOYIH-
HOB C MUEIMHACCOLMMPOBAHHBIM IJIMKONPO-
teuHoM (MAI) B mMemOpaHe IIBaHHOBCKHMX
KJIETOK, KOTOPBII SIBJIAE€TCA aAre3UBHOH MO-
JEKYJIOM, CKpPEIUIsAs CJIOM MHEIIMHA MEXITy
co0oil, a Takke y4acTByeT BO B3aUMOJEii-
CTBHMHM aKCOHA CO IIBAaHHOBCKOM KiIeTKOU. [Ipn
MHUKpPOCKOITUU OMOTITaTa HKPOHOXKHOTO HEPBA
YBEJIMUUBAETCSL PACCTOSHUE MEXAY CIOSIMHU
MHUEIMHA B DPE3YJIbTAaTe HAKOIUICHUS MEXIY
HumH aanTu-MATI -aaTuTen [25].

Kpome nospesxxnenust MAT, TTHIT dopmu-
PYIOTCS TaKKe IPU BO3AECHCTBUN aHTUTEN MPO-
TUB DIMKOC()UHIOIUIUIOB — TaHIIHMO3HUIOB
GM1, GM2, GDla, GD1b, GQ1b u LM1, BbI-
TIOJTHSIOIINX PEryNATOpHbIE (DYHKIIH U SIBJISEO-
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LIMMUCST B&KHBIMU CTPYKTYpPHBIMH KOMIIOHEH-
TaMu MeMOpaHbl HeipoHoB [25]. OTmeueHo,
YTO IOBPEKACHUE AHTUTEIAMHU TaHIIMO3UIOB
GM1 i GDla npuBoauT K M30JMpPOBaHHBIM
MotopHbiM ¢opmam TTHII, a ¢opmupoBanue
IIHII ¢ mnpeuMyllnecTBEHHBIM IOPaKEHUEM
CEHCOPHBIX BOJIOKOH KPYITHOTO KajauOpa WM
TOHKHMX BOJIOKOH CBSI3aHO C (pOpPMHPOBaHHEM
a"TuTen K ranrmumosuaam GD1b wnm anTHCYIB-
(baTtuIHBIMU AaHTUTEJIAMHU, COOTBETCTBEHHO.

ITpu MI'H3 pacnpocrtpanénnocts ITITH
coctasisieT 5%, Npu 3TOM B €€ CTPYKType CO-
OTHOLIEHUE cilydaeB auarHocrupyemon 1THIT
B 3aBUCUMOCTH OT BHJIa CEKPETUPYEMOI0 UM-
MyHoOIII00y/nHa cocTaBiseT 6:3:1 mpu cexpe-
uuu IgM, I1gG u IgA coorBeTcTBeHHO [26].

Jlia ITHIT npu MI'H3, cBs3anHO# ¢ ce-
Kpeuuii MOHOKJIOHalIbHOro IgM ¢ antm-
MATI -anTHTENaMHU, XapaKTEPHO MEAJIEHHOE
Hayajo ¢ MOCTENEHHBIM IIPOrPECCUPOBAHUEM
B TEUEHUE HECKOJIBKUX JIET U BO3MOXKHBIM I10-
CJICAYIOIIMM TepuoaoM cTtabmnu3anuu [25].
Knununueckue mposiBineHus: 00yClIOBIEHBI J1e-
MUEIMHMU3AUEN C NMPEUMYILIECTBEHHBIM I10-
pakeHHUEM TOJICTBIX BOJIOKOH: CEHCOpPHBIE Ha-
pyLUEHUS B BUJE OHEMEHUS U MapecTe3uy Ha
HayaJbHBIX CTAAUAX B JUCTAIbHBIX OTHENAX
KOHEYHOCTEH, ¢ TEYEHUEM BPEMEHHU paclpo-
CTPaHAIOIINECS Ha NPOKCUMAJIbHBIE OTHEIIBI.
ITpu 5TOM 6071€BOI CUHAPOM U BETeTaTUBHBIC
HapyLIEHUs Yalle BCEro OTCYTCTBYIOT, a JBU-
rareJibHble HapyIICHUS B BUJIe aMUOTPODUU U
MBILIEYHOH ¢1a00CTH BOSHUKAIOT Ha MO3HUX
CTaJMsAX U, B ONIMYUE OT XPOHUUYECKOH BOC-
NaJIUTENbHON Aemuenuuusupyromen [THII,
MUHUMAaJIbHO WJIM YMEPEHHO BBIpa)KEHBI [25].
Y 40-90% nauuveHTOB Ha pPaHHUX CTAAMSIX
JUarHOCTUPYETCSl MOCTYPaJIbHBII TPEMOp U
CEHCUTHMBHAs aTaKCHsl, YEpEIIHbIE HEPBBI, KaK
IIPaBUJIO, HE BOBJIEKAIOTCSL.

IIpu IIHII ¢ orcyrctBuem antu-MAI'-
AQHTUTE]l IIOBPEXJECHHUE HEHPOHOB MOXKET
HOCUTb AaKCOHAJIbHBIA WM JIEMUEIMHU3U-
pyromuii xapakrep. KnuHuueckue nposiBiie-
HUS 1IpU (POPMUPOBAHUM AHTUTEN K TaHIVIH-
o3uaam GMI1 unu GD1b moryT HamomMuHaTh
MYJIBTH(QOKAIBHYI0 MOTOPHYIO HEBPOMATHIO
c OsokamMM TPOBENEHUs; NMPH HAIMYUM Ia-
panpoTerHa C aHTUCYAb(QATUIHON AaKTHB-

HOCTBIO (popMupyeTcss MPEeUMYILIECTBEHHO
CEHCOpHasi AaKCOHaJIbHAasl, JEMUEIMHU3UPY-
romasg uian cMmemannas ITHII; cencutuBHas
aTakcHsl BO3MOYKHA B PE3yJbTaTe MOBPEkKIC-
HUSI CEHCOPHBIX BOJIOKOH KPYITHOTO Kanuopa,
00yCIIOBIIEHHOTO (DOPMUPOBAHUEM AHTHUTEI
npotuB raurmosuga GQIlb; B penkux ciy-
qasiX BO3MO)KHO CHM)XEHHE BCEX BHMJIOB UYB-
CTBUTEIBHOCTH U (OpMHpPOBAaHUE OOJIEBOTO
CHUH/IpOMA B pe3yJIbTaTe MPEUMYIIECTBEHHOIO
MOBPEXACHNUST TOHKUX MHUEIMHU3UPOBAHHBIX
Y HEMHUETTMHU3UPOBAaHHBIX BOJIOKOH [25]. ITpu
(bopMHPOBAHUM AHTUTEI K XOHJIPOUTHH-CYJIIb-
¢ary C pazBuBaeTCs IPEUMYIIECTBEHHO CEH-
copHas akconanbHas [IHII. B stom ciydae
BO3HUKAIOT CEHCOpPHBbIE HApyLIEHMs] B BUIC
OHEMEHHMsI, mapecTe3uu M OOJEeBBIX OIIyIe-
HUHI B JUCTAJIBHBIX OTJENAaX HU)KHUX KOHEU-
HOCTEMH, KOTOPBIE 110 MEPE IPOIPECCUPOBAHUS
ITHII pacnpocTpaHsioTcs Ha IMPOKCUMAJb-
Hble. [lpu 3TOM cyxoxuiabHbIE pedieKkchl Ha
pPaHHUX CTAAMAX OCTAIOTCS 0€3 U3MEHEHHIH, a
CTEIEHb IPOSIBICHUS CEHCOPHBIX CUMIITOMOB
10 cpaBHeHUIO ¢ TakoBeiMM Iipu IIHII, cBs-
3aHHOH ¢ aHTH-MAI -aHTUTEeIaMU, MCHEE BBI-
pakeHa [25]. JleMUeTMHU3UPYIOILUI BapUaHT
ITHII BcTpeuaercs peke U KIMHUYECKH HaIlo-
MUHAET XPOHUYECKYIO BOCHAIUTEIBHYIO JE-
muenuHusupyromyto ITHII.

ITHII npu MI'H3, cBs3aHHOH ¢ NpOAyK-
el MOHOKJIOHaNbHBIX [gG winn IgA, yame
IIPOTEKAIOT C BOBJIEYEHUEM CEHCOPHBIX U MO-
TOPHBIX BOJIOKOH M HOCST MPEUMYILIECTBEHHO
aKCOHAJIbHBIN Xapakrep. B ciyuyae nemuenu-
HU3HPYIOLLETO XapakTrepa B OTIUYHME OT Xpo-
HUYECKON BOCHAIUTEIbHON JEMUEITUHU3UDY-
romeit [THIT nns manaeix gopm ITHIT xapak-
TEpHO OoJee NIUTENbHOE TeUueHHEe ¢ 0OobILeH
BOBJICYEHHOCTBIO B I1aTOJIOTMYECKUI ITpoLiece
CEHCOPHBIX BOJIOKOH [25].

®opmuposanue [THIT npu MM o0ycnos-
JIEHO CTPYKTYPHBIM IMOBPEXJIEHUEM HENpO-
HOB 32 CUET OTVIOKEHUSI aMMJIONJIAa B COCyax
HEpBOB, MH(UIbTpAMEll HEPBHBIX BOJIOKOH
omyxosieBbiMH [IK nnm amuionziom, a Takxe
omioxkenueM (parmentoB I1gG u IgA B Tka-
Hsx [25]. Yacrora ITHII npu MM cocrasis-
eT 4-14% [27]. Knunnuecku ITHIT nppu MM
MOTYT MpPOSBIATHCS MEMJIEHHO IPOrPECCH-
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pyromeii aucranbHoi akcoHaneHou ITHIT ¢
CUMMETPUYHBIMU CEHCOPHBIMU WJIU CEHCOP-
HO-MOTOPHBIMH HapyLICHUsIMHU, OoJiee BBIpa-
KCHHBIMU B HM)KHMX KOHEUHOCTSX, a TaKXkKe
nemuenuuusupyoomeid [THIT, momobno#t 1o
CBOEH CUMIITOMAaTUKE XPOHUYECKOM BOCTIAIIN-
TenbHOM Aemuenunusupyromeit ITHIT [25].

V¥ 20% nanueHToB Ha MOMEHT ITOCTaHOB-
k1 nuarHo3a MB umerorcsa npusHaku [THII,
IIpY 3TOM NaTOre€He3 M KIMHUYECKHE Ipo-
ssinenus IIHII HarmomuHarooT TakoBble IIpU
MI'H3, cBs3zanHOi ¢ oOpa3oBaHHEM aHTH-
MAT -antuten [28]. Kpome Toro, ¢opmupo-
Banue [THII npu MB moxet ObITh 00yciioBIIe-
HO HeWponuM(poMaTo3oM — HHPUIBTpaLUeit
HepBHBIX CcTBOJOB omyxoneBbiMu 1IK. Ilpu
3TOM (HOpMHUpYeTCs CMEIIaHHAsh CEHCOPHO-
mortopHas ITHII, a npusHaku Heiponumdo-
Maro3a MOATBEP)KIAIOTCS JAHHBIMUA OMOTICUHU
Hepsa [27]. Onucansl cixyyan GOpMHUPOBAHUS
XPOHUYECKOHN AEMHUETNHU3UPYIOLIEN CEHCOp-
Ho-moropHou ITHII, a raxxe ITHII ¢ npeumy-
LIECTBEHHBIM IOPA)KEHUEM TOHKHMX BOJIOKOH
C pa3BUTHEM CEHCOPHBIX U BEr€TaTUBHBIX Ha-
pyiuenwuii [25].

ITpu nbXA ITHII mposiBasiercs B 7-90%
cilydyaeB M 3a CuéT Ooibllel BOCIPUUMYU-
BOCTH K HIIEMHUYECKOMY (DAKTOpYy TOJICTBIX
YYBCTBUTEIBHBIX M JIBUraTEIbHBIX BOJOKOH
B OCHOBHOM MMEET AaKCOHAJIbHBI CEHCOMO-
TOPHBIM MJIM CEHCOpHBIA Xapakrep [25, 29].
[Iporpeccupyromue MeHee 4yeM 3a 6 MecsI1EB
CEHCOpHBIE CUMIITOMBI B BHJIE IAPECTE3UU U
OHEMEHHUS B HWKHUX KOHEYHOCTSIX IIPOBOLIM-
PYIOTCSI XOJIOZIOM, 4Yallle HOCAT CUMMETPHY-
HBIA XapakTep M COMPOBOXKIAIOTCA OOJEBBHIM
CHUH/IPOMOM HEBPOIIATUYECKOI0 Xapakrepa,
TOIAAa Kak usonupoBaHHas moropHas ITHII
BCTpevaeTcst ToJbko B 5% ciyuaeB [25, 29].
Jlia nbXA Ttaxke xapakrepeH CANOMAD-
curgapom (anmt. Chronic Ataxic Neuropathy,
Ophthalmoplegia, IgM M-protein, Cold
Agglutinins and Disialosyl Ganglioside
Antibodies) — penkasi cMeIIaHHasi CCHCOPHO-
motopHas ITHII, cBsa3aHHas ¢ cekpenueit Mo-
HokJIoHanmbHOTO IgM K ranrmmosugam CDIb,
GD3, GT1b u GQ1b, xoTopas mposiBIsAETCS
CEHCUTUBHOW aTakcHel, ogTaibMoIIieruei
U HaJUYUEM XOJIOJOBBIX arrmroTUHUHOB [30].

[To maHHBIM 31EKTPOHEHPOMUOTPAPHUUECKOTO
(OHMTI') uccnenoBanusi y manueHTOB C 3TOU
dopmoii ITHIT BBIABASIOT Kak AEMUEIUHU3U-
pytomuii (60%), Tak U akcoHanIbHBIN (27%)
XapakTep MOpaXeHHsI HEPBHBIX BOJIOKOH [31].

AL-amunonno3 3a c4ét oTIOKeHHs Oern-
KOB BO BHEKJIETOUHOM BELIECTBE U IOBPEXK-
JIEHUM aKCOHOB TOHKUX HEMHUEIMHU3UPOBAH-
HBIX U MHUEJIMHU3UPOBAHHBIX BOJOKOH B 40%
CIly4aeB TaKKe CONPOBOXKIAETCA (OPMHUPO-
BaHUEM B TE€UEHHUE 6 MECALEB NEPBUYHO aAK-
COHaJIbHOU ceHcopHO-MoTopHOM IIHII, mpu
3ToM B 15% ciyuyaeB cumntomsel ITHIT moryt
ObITb €TUHCTBEHHBIM IPOSIBICHUEM 3a0oJie-
BaHus [25, 32].

HaganeasiMu cumnromamu IIHII mpu
AL-amuiioniose sIBISIIOTCS CEHCOPHBIE Hapy-
IICHUS B BUJIE [TapeCcTe3Un, OHEMEHHs 1 Oote-
BOTO CHMHAPOMAa HEBPONATHUYECKOIO XapakTe-
pa, IpU STOM 4allle TOBEPXHOCTHAsI YyBCTBU-
TEJILHOCTb CTPa/iaeT B OOJbIICH CTENEHH, UeM
rryookasi. Co BpeMeHeM MPOrpeccupys, CHM-
ntomel [THIT HaGmrogarorcst B 60siee mpoKcH-
MaJIbHBIX OTJEJIaX HUKHMX KOHEYHOCTEH, a
TaK)X€ B JUCTAJIBHBIX OTJENAaX BEPXHUX KO-
Heunocreit [25]. Kpome toro, nns ITHII, ac-
couuupoBaHHoO ¢ AL-amumiionnoszom, xapak-
TepHbl cUMNTOMBI aBTOHOMHOM ITHII, BKITIO-
yaoume B ce0sl TMIIOTUAPO3, OpPTOCTaTHYe-
CKyI0 TMIIOTEH3HUIO, PacCTPOMCTBA KEIyq04-
HO-KMILIEYHOTO TPaKTa, HEIEp)KaHUE MOUYU U
HPEKTHIIbHYIO TUC(HYHKLUIO, KOTOPbIE MOTYT
IPOSIBIIATHCSL HA HadaJbHBIX CTagusX 3a00-
neBanus [32]. Pa3BuTue nBHUrareiabHbIX Ha-
pYIICHUH U aMHOTPOPHUH B AUCTAIBHBIX OT-
JiefiaX KOHEYHOCTEN XapaKTEPHO IS [O3IHUN
cTanuit 3a060JIeBaHMsL, IIPU TOM CEHCOPHBIE U
MOTOPHBIE HapylIEHHUs MOTYT HOCUTb acCUM-
METPUYHBIM XapaKkTep 3a CYET BOBJICYCHUS
CIIMHHOMO3TOBBIX KOPELIKOB M IMOSICHUYHOIO
crereHust [25]. Kpome Toro, HadaJibHBIMU
nposiBieHUsIMU AL-amuiion103a y HEKOTOPbIX
NAI[MEHTOB SIBJIIETCS MHOKECTBEHHAs! KpaHU-
anbHast HeBpomnarus, y 20-25% nauueHToB c
AL-amMmion1030M IUarHOCTUPYIOTCS TyH-
HeJIbHBbIE HeBpomaTuu [25].

POEMS-cunapom B 60% ciryuaeB nedro-
tupyer ¢ ITHII, a e€ hopmupoBanue o6ycioB-
JIEHO ayTOUMMYHHBIM IIPOLIECCOM, CEKpeLUeit
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IIUTOKMHOB, (DaKTOPOM poOCTa COCYAMCTOTO
SHJOTENUSA U CEKPELUEN JIErKUX LEeNel nMMY-
HornoOymuHOB [25]. Takas [THIT Hocut cum-
METPUYHBIN, MPEUMYIIIECTBEHHO JCMUCITHHU-
3UPYIOLIMK XapakTep; ISl HEe€ XapaKTEPHO
BOBJICUCHHE KaK MOTOPHBIX, TAK U CEHCOPHBIX
BOJIOKOH, TP 3TOM CHMIITOMBI (OHEMEHHE,
MapecTe3uu, MbIIIeYHass cI1ab0CTh U HEBPO-
MaTUYCCKUI 00JIEBOM CHHAPOM) HOCAT BOCXO-
JSLIAN XapaKTep U MO KJIMHUYECKON KapTHUHE
HallOMUHAIOT XPOHUYECKYIO BOCIAJIUTEb-
Hy10 nemuenuHusupytouryro [THIT [25].

CucreMaruzupys BBIIIICU3JI0KEHHY IO
uH(popmaIuoo, OCOOCHHOCTH TMAaTOTeHe3a,
KJIMHUYECKUE TIPOSBIICHUS] U XapakTep Iropa-
KEHHsSI TepUPEPUIECKUX HEPBOB MO JTaHHBIM
anekTponeiipomuorpapudeckoro  (OHMI)
uccinenosanus s [THIT npu ITH npencras-
neHsl B Tabmuie 1 [25-32].

JlabGoparopHasi TMarHOCTUKA, TTOATBEPK-
naromag ITH, a Taxke mannsie OHMI uccie-
nosanus rpu [THII no3BonsrOT yTOYHUTE 1U-
arno3 [27]. IIpu nanmuuun IgM MI'H3 u npu-
snaxoB [THII mo nanasiM OHMI, B 3aBUCHMO-
CTH OT XapakTepa MOPaKEHUS UCCIEIYEMBIX
HEPBOB, BBIMOJHSIIOT AOMOJHUTENbHEIE 1a00-
paToOpHbBIEC UCCIICIOBAHUS: TIPU JEMHUECITUHU3H-
pYIOIEM MOPAKEHUHU UCKITIOYAOT aHTU-MAT
I[IHII (ananu3 ©Ha antu-MAI-anTHTENA),
MPU OTPHULATEIILHOM pPE3yJabTare — aHalu3
Ha aHTHUTENAa K TaHMIMO3UJaM (MCKIIIOYArOT
CANOMAD-cunapom). Ilpu akcoHampHOM
WU CMEIIaHHOM TOPaXKEHUH HEOOXOAMMO
uckmounth nbXA, AL-amunonnos, a B ciy-
qasx ¢ OBICTPBIM POTPECCUPOBAHUEM KITMHU-
ku [THIT — BeIMONMHUTE OUOTICHIO HEpBa IS
UCKITIOUeHUs Herponumdomarosa. B ciyqae
He IgM MI'H3 (c cexpenueit IgA wmm 1gG)
HeoOxoaumo uckiounth POEMS-cunnpom
(ompeneneHne conepkaHus (GaxTopa pocta
SHIO0TENUs cocyaoB) [27].

3axknrouenue

Takum 00pa3oM, IIa3MOKJIETOYHBIE HO-
BOOOpa30BaHUs, K KOTOPbIM OTHOCHUTCSI MHO-
KECTBEHHAs] MUEJIOMa, OCTAIOTCS aKTyajlb-
HBIMM U1 M3y4YEHUS B HACTOALIEE BpeEMS.
[lapanporenHemuueckass  MOJMHEBPONATUS
SIBJISIETCS YaCThIM CUMITOMOM pPa3HBIX IUIa3-

MOKJIETOYHBIX HOBOOOpPA30BaHUN U TIPOSB-
JSEeTCS CEHCOPHBIMU W/WJIM  CEHCOPHO-MO-
TOPHBIMH HapyIIEHUSIMU ¢ Hauboliee 4acToit
JIOKaJIM3alued B HIDKHUX KOoHedHOCTAX. Ilo-
JIMHEBPONATUU MPH PA3JIMYHBIX IUIa3MOKIIE-
TOYHBIX HOBOOOPA30BAHUSIX UMEIOT CIIOKHBIC
MEXaHM3MEI IIaTOIeHe3a U CX0KHE CUMITTOMBI.
[IpencraBieHHbIl 0030p cHCTEMaTH3UPYET
OCHOBHBIE KIIMHUYECKUE, HHCTPYMEHTAJIbHbBIC
U 1abopaTopHbIE MPOSBICHHSI TIOJTHHEBPOTIA-
THUM TPU Pa3IMYHBIX IJIa3MOKJIETOYHBIX HO-
BOOOpA30BaHMSIX, YTO MOYKHO MCTIOJIB30BaTh B
KJIIMHUYECKOH MpakTHKe T uX quddepenim-
aIbHOM JUArHOCTHKU.
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Tabauna 1 — CpasaurensHas xapakrepuctuka [THIT npu pasnnunsix ITH

cekpeuus JIErKux ueneu Ig

TTHIT
Bun ITH | Yacrora
%) [Tatorenes Xapakrtep nmopakeHust | KinnHuueckne mposBieHus
()
Mennenno
IPOTrPECCUPYIOIINE
BOCXOJISIITIE CEHCOPHBIC
®opmupoBanue | JlemMuenuHU3Mpyromas,
HApPYIICHHUS MOTYT
aHTu-MAT - NIPEUMYIIECTBEHHO
COIIPOBOXIAThCS
AHTHTEI CEHCOpHas . N
CCHCHTHUBHOU aTaKCUeH 1
C WHTCHIIMOHHBIM TPEMOPOM
CeKpenueit B KHCTSX W MAJBIAX PYK
IgM dopMHUpOBaHUE MensieHHo
AHTHTEI K AKcoHaJbHAS MIPOTPECCUPYIOIIHE
MI'H3 5 TaHTIIHO3UIaM; WJIH aKCOHAJIbHO- BOCXOJISIIITUE CEHCOPHBIE
(¢opmupoBaHue | IEMHETUHHU3HPYIOMIAs | UM MOTOPHBIE HAPYIICHHUS,
AHTHTEI K CEHCOpHasi, CCHCOPHO- | MHOTAA C HEBPOIIATUIECKOM
XOH/IPOUTHH- MOTOpHAst 00I1b10; BO3MOXKHA
cynbary C CEHCHUTHBHAS aTaKCHS
MennenHo
IPOTPECCUPYIOIINE
C OtnoxeHue [IpenmyiiecTBEHHO porp Py
. BOCXOJIAIINE,
cekpenueii | pparmenToB IgG, aKCOHAJIbHAs,
MIPEUMYIICCTBCHHO
IgG, IgA IgA B TKaHsX CEHCOpPHO-MOTOpPHAas
CEHCOPHBIC WA CCHCOPHO-
MOTOPHBIC HAPYIICHUS
Mennenno
AKcoHalpHas IIPOTPECCUPYIOLIHE
OToXEeHNE aMIION/Ia B porp Py
WA aKCOHATBHO- BOCXOJIAIITHE
COCyIax HEPBOB;
MM 4-14 JIEMHUETMHU3UPYIOIIas | CAMMETPHYIHBIE CEHCOPHBIE
omnoxenne ¢pparmeHToB IgG,
CEHCOpHAasi, CCHCOPHO- | HJIM CEHCOPHO-MOTOPHBIE
IgA B TKaHIX
MOTOpHAs HapyIIeHHsI, THOTAA C
HEBPOITATHIECKOH OOJIBIO
JeMuennHU3upyromas Mezenro
®opmupoBanue antu-MAT - py MIpOrpeCCUpyIoIUe
WJIM aKCOHAJTBHO-
MB 20 aHTUTET; BOCXOJSLIIME CEHCOPHO-
. JIEMHUCITHHU3HPYIOIIAsT
Hetipomumdomaros MOTOPHBIC HAPYIICHUS C
CEHCOPHO-MOTOpHAS .
HEBPONATUICCKOU OOJBIO
BricTpo nporpeccupytomme
AKCOHaJbHAS FITH CEHCOPHBIC HAPYIICHUS C
JIEMHUETMHU3UPYIOMIAas | HEBPOMAaTHIECKON OOIBIO;
nbXA 7-90 Wimemust HEpBHBIX BOJIOKOH Py p ’
CEHCOpHasi, CCHCOPHO- CEHCOPHO-MOTOPHBIE
MOTOpHAs HapyIICHHUS, CCHCUTUBHAS
aTakcusi, 0(hTaJIbMOTIIETHS
BricTpo nporpeccupytoiue,
WHOTJIa ACHMMETPHYHBIC
OT0XKEHUE aMIIION]IA BO CEHCOPHO-MOTOPHBIE
AL- AKcoHanbHas
40 BHEKJICTOYHOM MPOCTPAHCTRBE; HaApPYIICHHUS C
aAMIITOHUI03 CEHCOPHO-MOTOpHAs .
MOBPEIKICHUE aKCOHOB HEBPOMATHYECKOM
0OJIBIO U BETCTaTUBHOMN
HEIOCTaTOYHOCTHIO
. Mennenno
AyTOMMMYHHBIH TIpoLecc;
[IpenmytecTBeHHO MIPOTPECCUPYIOIIHE
POEMS- CeKpeIys IUTOKMHOB, (aKkTopa
100 JeMHCITHHU3HPYIOIIas BOCXOJISATITE CEHCOPHO-
CHUHIIPOM pOCTa COCyANCTOTO SHAOTEIHS;

CEHCOPHO-MOTOPHAs

MOTOPHBIE HAPYILICHUS C
HEBPOITATUIECKOH OOJIBIO
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M.V. Linkou, Zh.M. Kozich, N.N. Usova

PARAPROTEINEMIC POLYNEUROPATHIES IN
PATIENTS WITH PLASMA CELL NEOPLASMS

The main plasma cell neoplasms characterized by the proliferation of clonal plasma cells
producing monoclonal immunoglobulin include monoclonal gammopathy of undetermined
significance, multiple myeloma, AL amyloidosis, solitary plasmacytoma, lymphoplasmacytic
lymphoma, Waldenstrom's macroglobulinemia, primary cold agglutinin disease, heavy chain
diseases, plasma cell leukemia, and some paraneoplastic syndromes. Under the influence of
monoclonal immunoglobulin on axons or myelin sheath of neurons, a number of patients with
plasma cell neoplasms develop paraproteinemic polyneuropathies. They are characterized by a
slow course and similar clinical and instrumental manifestations, which complicates their diag-
nosis and differential diagnosis. This article systematizes the results of current studies devoted
to the pathogenesis and clinical features of paraproteinemic polyneuropathies associated with
various plasma cell neoplasms.

Key words: plasma cell neoplasms, multiple myeloma, paraproteinemic polyneuropathies,
classification, pathogenesis
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