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AHHOTAIIHAA

Menb: U3yUYNUTh KIMHUUYECKHE U HeHPODU3UOIOTHYeCKre 0COOEHHOCTH ITOPaXKeHU
nepudepryecKoil HEPBHOM CUCTEMBI B paMKaX MOHOKJIOHAJIbHOM raMMaNnaTUX HEeSICHOTO 3HAYEHUS U
nuMdonponudepaTUBHEIX 3a00JIeBaHUH.

MeToapbl: aHanu3 3apy0eKHOM ¥ 0TeUYEeCTBEHHON nuTepaTyph 3a rmepuon ¢ 2010 mo 2017 r. TTouck
JIUTEePATYPHI OCYIIECTBIISJICS C TOMOIIbI0 6a3 maHHBIX Pubmed 1 MedScape.

Pe3ynbTaT: KIMHNYECKasd KapTUHA MTOpaXKeHus nepudeprudeckKoll HEPBHONW CUCTEMEI HOCUT
MoIUMOP(DHEBIN XapaKTep. BEIOENAIOT TPU OCHOBHBIX KIIMHUYECKUX IO TUIIA
napanpoTeNHEMUYECKUX ITOJIMHEeBPONaTUl: OUCTaJIbHAasA OeMUEINHU3UPYIolIas CHMMeTPUYHa A
HeWponaTus, XpOHWYeCKas BOCIIaluTelbHasd JeMUeInHU3Upyolnas noinunHesponatusa (XBIIT) u
aKCOHaJIbHasl CEHCOMOTOpPHAas nepudeprdecKkass HeBpOIaTUs.

OCHOBHOU ITPUYMHOM ITaparpoTeNHEMUYECKOMN IT0JINHEBPOIIATUH SIBJISETCS MOHOKJIOHAJIbHAS
ramMMariaThs HesCHOTO 3HAUEeHUs, OMHAKO II0 Mepe ITPOrpecCUPOBaHUS MaHHOE COCTOSHUE MOXKET
TpaHCPOPMUPOBATHECSA B TaKue muMdonponudepaTuBHEIE 3a00JIeBaHUS, TAKHUE KaK MHOXKECTBEHHAS
MHueroMa, MakKporinoO0ynuHeMus BambaoeHcTpeMa U ap.

BeiBoabl: TakuM 06pa3oM, mapanpoTenHeMUYecKas IIOJIMHEBPOIIaTUS He SIBJISETCSI
HO30JIOTUYECKON eTUHUIIEN, a IBJITETCSI CUMITOMOM MOpaXeHus nepudepudeckoit HepBHOM
cucteMmbl B pamkax MI'H3 u nuMmdonponudepaTuBHbix 3aboneBanuii. [luddepeHnuanbHas
OUArHOCTUKA BBISIBIIEHHOU ITOJIMHEBPONATHH HeoOXoamuMa IJis BepuduKaIuy auariosa 1 BeIdopa
OaJIbHEHIIeH TAaKTUKU JIeUeHUSI.

ABSTRACT

Background: to study the clinical and neurophysiological features of peripheral nervous system
damage within the framework of monoclonal gammopathy of unclear significance and
lymphoproliferative diseases.

EpoxuHa E.K. KauHuveckuil noaumMopgusm napanpomeuHemuyeckol noauHesponamuu // Hayunvil popym: MeduyuHa,
6uosozusa u xumus: c6. cm. no mamepuaaam XI mescOyHap. Hayy.-npakm. koHp. — Ne 3(11). — M., H30. «MI[HO», 2018. —
C. 33-38.



Methods: analysis of foreign and domestic literature for the period from 2010 to 2017. Literature
search was carried out using the databases Pubmed and MedScape.

Result: the clinical picture of lesions of the peripheral nervous system is polymorphic. There are
three main clinical subtypes of paraproteinemic polyneuropathies: distal demyelinating symmetric
neuropathy, chronic inflammatory demyelinating polyneuropathy (CVP), and axonal sensorimotor
peripheral neuropathy.

The main cause of paraproteinemic polyneuropathy is monoclonal gammopathy of an unclear value
(MGUV), but as it progresses, this state can be transformed into such lymphoproliferative diseases,
such as multiple myeloma, Waldenstrom macroglobulinemia, and others.

Conclusion: Thus, paraproteinemic polyneuropathy is not a nosological unit, but is a symptom of
the defeat of the peripheral nervous system within the framework of MGUV and
lymphoproliferative diseases. Differential diagnosis of the revealed polyneuropathy is necessary for
verification of the diagnosis and selection of further treatment tactics.

KniogdeBnIe cjI0OBa: IapanpoTernHeMudecKas IIOJIMHEeBPOonaThs, MOHOKJIOHA/IbHAsA raMManaTus
HEeSICHOTO 3Ha4yeHus, nmuMmdonponudepaTuBHbie 3a00I€BaHMISA.

Keywords: paraproteinemic polyneuropathy, monoclonal gammopathy of unclear significance,
lymphoproliferative diseases.

TepMuH «ImapanpoTenHeMudeckas nonuHeBpomnaTtus (IIITH)» onuckiBaeT reTePOTeHHBIN Psif
HEBPOIIaTHM, XapaKTePU3YIOWUXCA poudepaleit OqHOT0 KJIoHa B-KIeTok muMGOUIHOro psana,
KOTOPHIM OTBETCTBEHEH 3a BHIPAOOTKY MapanpoTernHa (MOHOKJIOHATbHOTO UMMYHOTIO0YJINHA).
Hcxomst M3 maHHBIX 3apy0eKHOU M 0T€YECTBEHHOM JIMTEPATYPhl, MOXKHO ITPENNOJIOKUTE, YTO HE
meHee 10 % oT Bcex UOMoIaTUYeCKUX HEBPOIIATUM MPUXOAUTCS Ha MOIUHEBPOIIaTHH,
accolMUpoBaHHbIe C TpoTenHeMuel [2, 3]. [lapanpoTernHeMuyecKas IOITUHEBPOIIATUS SIBIISIETCS
OOHUM M3 TJIAaBHBIX, @ MHOTTIA ¥ €IUHCTBEHHBIM KIIMHUYECKUM IIPOSBIEHUEM Pa3IuYHBIX 3a00-
JIEBAaHUM, CPEu KOTOPBHIX MHOXKECTBEeHHAsI MHeJIoMa, MaKporjo0ynuHeMusi BanmboeHcTpeMa,
nuMmdoMa, MePBUYHBIN aMUJIOUA03, KPUOTJIIOOYIMHEMUS, IPU 3TOM TUM@OIIpoIudepaTUBHEIE
3aboyieBaHUsS 3aHUMAIOT 0KOJIo 44 % [1].

HecmoTpsa Ha pa3d3HooOpa3ue reMaTooruueckux 3aboneBaHuii, 60Ibilas 4acTh CJIy4aeB
napanpoTenHEeMUYEeCKUX ITOJIUHeBponaTuil (0K0Jjio 56 %) IpUXOOuTCA Ha MOHOKJIOHA/IbHEIE
ramMmarnaTtuy HesicHoro 3HadyeHus (MI'H3) [3]. Tlog maHHBIM TEPMUHOM I10Pa3yMeBaioT
MIPUCYTCTBUE MOHOKJIOHAJIBHOTO UMMYHOTJIOOYJIMHA B CRIBOPOTKE KPOBU UJIU B MOue y Jull 6e3
MpU3HaKoB muMdonponudepaTuBHoro 3aboseBanus. [1ITH garle Bcero BcTpedaeTcs mpu IgM-
ramMmanaTtuu (48 %), 3a kotopoii ciuenyioT 1gG (37 %) u IgA (15 %) [9]. I1o pe3ynbTaTaMm
Habmogenu Suzanne R Fanning B 73 % cnygaeB MI'H3, acconmupoBaHHas ¢ runepcekpenuei IgG
/ IgA, KaK IIpaBuIo, IPOTPECCUPYIOT 4O MHOXKECTBEHHOM MueyoMel, a MI'H3, cBs3anHasa c
runepcekpenuei IgM, - mo MakpornoOynmuHeMuu BambgeHcTpeMa U OPYTUX
nmumdonponudepaTuBHEIX 3a00meBanHui [1].

BripensioT Tpu kKnuHU4Yeckux nonTtuna IIITH: nucrtanbHas JeMUueInHU3UPYIOIasd CUMMeTPUYHasA
HeUlpolaTus, XpOHHYecKas BoCHaluTeIbHasaA OeMUueIMHN3upyollas nonuHaenponatusa (XBIIT),
aKCOHaJIbHAsl CEHCOMOTOpPHAas nepudepudeckas HeBpomnaTtus [2]. Anti-MAG monuHeBpoOmaTusa - OgHa
13 caMBIX XOpolo uldydeHHbIXx MI'H3, xapakTepulyeTcss Halu4ueM aHTUTEIl K MUEJIUH-
aCCOIMUPOBAaHHOMY ITUKONPOoTenHY (MAI'), KOTOPBIM B CBOIO OUEPEnb ABISIETCS ITIOKOKOHBIOTATOM
B MeMOpaHax IIBaHHOBCKUX KIeTOK. TakuMm ob6pasom, MAT obGecriedrBaeT aAre3uio MeXay
IITBAHHOBCKOM KJIETKOM ¥ aKCOHOM UM MEKAY CIIOSMU MHUEJIMHA, U ITPU €r0 MOBPeXKIeHUN 00Pa3yioTCs
y4aCTKU AeMUueJInHu3auu. JaHHbIN TUII IIOJTMHEBPOaTUN OTHOCUTCS K OUCTAJIbHBIM
CHUMMETPUYHBIM CEHCOMOTOPHEIM AEMHUEIUHU3UPYIOIINM U XapaKTEePU3yeTCsI OTHOCUTEIBHO



HOﬁpOKa‘-IeCTBeHHbIM TedyeHHeM. TeM He MeHee, 3ab0JIeBaHNe SIBISIETCS MeOJIEeHHO
IIPOrpeCCUPYIOIINM U IIPOABIIAETCA IIOPazKEeHNEeM IIPENMYIIIEeCTBEHHO TOJICTBIX BOJIOKOH. OCHOBHBIMU
XKamobaMu IMallMeHTOB SABJIAIOTCA OHEMEeHNEe, B HEKOTOPHIX CIIy4YadX CEHCUTHUBHAA aTaKCusd, I10 Mepe
IIporpecCupoBaHuAd 3a0071eBaHUS MOXKET IIPUCOEONHUTLCA c1aboCcTh OUCTAJIBHBIX OTOEJIaxX
KOHEYHOCTEeM, YTO HECOMHEHHO IIPUBOOUT K (bYHK].[I/IOHa.TIBHOMy CHHU2KEHMHIO.

[MonmmueBponaTtuu npu IgG- u IgA raMManaTuu daire BCero HOCAT aKCOHaJIbHBIM XapaKTep
nopaxeHus. KIMHNYEeCKU OHU HNPOSABJIAIOTCS, KaK XpOHUYeCcKas MeqJIeHHO IIPOrpeccupyoas
CEHCOpHAas MJIM CEHCOMOTOPHAs HEBPOIIaTUs C BOBJIEYEHUEM IPEUMYIIEeCTBEHHO OUCTAIbHBIX
oTmenoB KoHeuHOCTel. [lauueid Tun I1ITH xapakTepusyeTcsa oOpOKavYeCTBEHHEIM TeYEHUEM U
XOPOIIINM OTBETOM Ha MPOBOAMMYIO Tepanuio. OgHaKo, IOJIMHEBPOIIaTUU, aCCOMMPOBaHHEIe C IgA-
u [gG-ramMmmanaTusiMu, MOTYT MaCKAUPOBaTHCS IIOM, XPOHUYECKYI0 BOCIIAJIUTEJIbHYIO
OeMUeTUHU3UPYIONIyIo monuHeBponaTuio (XBOIT). B maHHOM ciiy4yae B KIMHUYECKOW KapTHUHE OyoyT
OOMHHUPOBaTh CEHCOMOTOPHEIE CUMIITOMBI KaK B IUCTAJIbHBIX, TAK U B IPOKCUMAaJIbHBIX OTHEeIax
BEPXHUX U HUKHUX KOHEUYHOCTEMN.

HecMOTpsi Ha OTHOCUTEJILHO OJIarONPUSTHOE TeUYeHHe MOJIMHEeBPOIIaTHUH PU BHIIIEIIePednCIIeHHBIX
COCTOSTHUSIX, V YaCTU OOJTbHBLIX HEBPOIIATHUS SIBJISIETCS CJIEACTBHEM IreM0o0OIacTO30B, Cpeau KOTOPHIX
MHOXKeCTBeHHas Muenoma (MM) - 0mHO U3 CaMBIX PACIPOCTPAHEHHBIX T'€MaTOIOTUYECKUX
3aboeBaHuM, cormpoBoxkaatoiuxcs ITITH. 3a6oneBanue mopaxaeT TIOOed IperuMyIeCTBEHHO
TOKUJIOT0 Bo3pacTa - crapire 60 yet. Kak 651510 cka3aHo Bhilie, MM 00bI14HO mpepnmectsyer MI'H3,
accoumuupoBanHas ¢ IgG/IgA. HaumHaeTcs 3aboeBaHue C HECIIEIIUDUIECKUX CUMIITOMOB
(TIOBBIIIIEHHAS YTOMJISIEMOCTD, CHUZKEHUE MacChl Tejla, 00J1b B KOCTX). B 75 % ciy4aeB BHISBIISIETCS
HeBPOMaTHus, CBsI3aHHas 1100 ¢ caMuM 3aboyeBaHueM, 1100 C IMIPOBOAUMON XUMHUOTepanuei [4].
Kak mpaBuio, pa3BuUBaeTCs OfHa U3 clieAyoiiux ¢opM HeBpOIaTHii: OUCTalbHas aKCoHallbHas
CUMMeTPHUYHAas CEHCOMOTOPHAs IOTMHeBponaTus (6ojiee BrIpakeHHasi B HUXKHUX KOHEYHOCTSX),
OeMUeJIMHU3UPYIoIlas IMoJInHeBponaTus (HanoMuHaroIlas XBIIIT), ceHcopHas IMOJIMHEBPOIIAaTUS.
OpHaxko, yatie npu MM BBISIBISIIOTCS PaOuKYJIONaTHUM, CBI3aHHBIE C MHPUIbTPaLuel
CIIMHHOMO3TOBLIX HEPBOB M KOPEIIKOB MUEJIOMHBIMY KJIETKaMH, U TYHHEJIbHbBIE CUHIPOMHBI.

Y 10-40 % 6onbHBIX ¢ MM BCTpedaeTCs MEePBUYHBLIN aMUJIONI03, KOTOPHIM B CBOIO OUepenb TaKxkKe
MOXKeT cTaTh npuuuHou pazsutud [1ITH. [Tpu amunongose npeuMyleCTBEHHO ITOPaxKarmTCs
CEeHCOPHBIE BOJIOKHA HUXKHUX KOHEYHOCTEeH. [Talrue T MPeabABISIOT Kal00bl Ha CUJIbHBIE 00U B
HOTaX HeUpOoIIaTU4eCKOro XapakTepa, TaKKe 4aCTO BBISIBISAIOTCS CUMIITOMBI BEre€TaTUBHOU
OUCHYHKIMH.

OtmenbHOTO BHUMAaHUSA 3aciyxkuBaeT POEMS-cuHOPOM - pefkoe MyIbTUCUCTEMHOE 3a00JIeBaHue,
KOTOPOE pPa3BHUBAETCs Ha OCHOBE MMCKpPA3UM IJIa3MaTUYEeCKUX KJIeTOK. [laHHas ab0peBuaTypa
oTtoOpakaeT OCHOBHBIE KIIMHUYECKHE U JTabopaTOPHBEIE CUMITOMEI - P-TTOJTMHEBPOIIaTHSI,
O-opranoMmeranus, E-sHOOKpuUHONIATHS, M-MOHOK/IOHAJIbHASs raMMalaTus, S-KOXHble U3MEHEHUS.
I71s1 mooTBePXKOEeHUs JaHHOTO JuarHO03a HeoOXOOUMO HaJIM4Ke OBYX 00s3aTeIbHBIX KPUTEPUEB -
ITOJIMHEBPOIIATUS ¥ MOHOKJIOHAIbHAS raMMallaTUs; MUHUMYM OOUH OO0JIbIION KpuTepuit (60me3Hb
KacTtineMmaHa, CKJIepoTHYeCKUEe U3MEHEeHUA KOCTHOU TKaHU, MoBhiIeHue ypoBHsad VEGF) u onun u
0oJiee MaJIbIX KPUTEPHEB (KOXKHBIE U3MEHEHH ST, OTEK OUCKa 3PUTEJIbHOTO HepPBa, OpraHoMeraius,
OTEYHBIM CUHAPOM, SHAOKpUHONaTus). [lonuaeBponatus npu POEMS-cuaIpoMe IposBisieTCs
OBYCTOPOHHUMHU CUMMETPUYHBIMU BOCXOOAIIUMY HaPYyIIEHUSIMY, BK/II0O4Yasi B ce0s IOBpeXkKaeHue KakK
MOTOPHBIX, TAaK ¥ CEHCOPHBIX BOJTOKOH. CHavasia B ITaTOJIOTMYECKUH ITPOIIeCC BOBJIEKAIOTCS BOJIOKHA
OUCTaJIbHBIX KOHEYHOCTEHN, TI0 Mepe IPOrpecCUPOBaHUs U3MEHEHUS JOCTUTal0T TPOKCHUMaIbHBIX
OT[IENI0B ¥ JOCTAaTOYHO OBLICTPO IMPUBOMST K MHBaIUAu3anuu 001bHOT0. HeBpomaTust B maHHOM
ciy4yae MOXKeT HOCUTD U JeMUEeTUHU3UPYIOUIUM, U aKCOHAJIbHBIM XapaKTep, 3a49acTyio SIBJISASIChH
IIEePBBIM KIMHUYECKUM IIPosiBiIeHneM 3abosieBanus. [luarnoctuka POEMS-cuHapoMa 3aTpyoHeHa B
CUTy HU3KOM OCBEIOMJIEHHOCTY Bpauel O MaHHOM IMaTOJIOTUU U BRICOKOM CTOMMOCTU
UMMYHOXUMHUYECKUX o0CiiemoBaHui. [Ipyu HeCBOEBPEMEHHOM TUATrHOCTUKY U JIeYeHUH IallueHTHl C
BBIIIIEOTIMCAHHBIM 3a00IeBaHEM UMEIOT IIJIOXOM ITPOTHO3 CO CpedHeM BhIXKMBAEMOCThI0 12-33
Mmecsa [8].

Takxke K PeIKUM MaTOJIOTUAM OTHOCUTCS MaKpornoOynuHeMus: BanbaeHctpema (MB)
-nmuMponponudepaTuBHOe 3a00JIeBaHNe, XapaKTepusyiolneecs TUM@OIIIa3MOIUTapPHON
nHGUIbTPAIIMEN KOCTHOTO MO3Tra U npoaykuued IgM B KauecTBe mmapanpoTrenHa. 3aboieBaHue
ImopazkaeT, B OCHOBHOM, JIMI] IOXKHUJIOTO BO3pacTa (B cpegHeM mebioT mpuxomuTcs Ha 69 rom). B 47 %



cinydaeB npu MB pa3zsuBaetcsa [1I1H, mpu ¥eM B IOJIOBUHE CIIy4YaeB BBIABJIAIOTCS aHTUTENA K
MHUEeNH-aCCOLMNPOBaHHOMY TJIMKONIPOTenHY [4, 9]. B TakoM ciydyae pa3BUBaeTCs OUCTaIbHAs
XpPOHUYECKass CHMMETPUYHAasI CEHCOPHO MOTOPHas nojauHeBponatus, cxoxas ¢ [1ITH npu IgM-
MTI'H3. B 6oee pegkux ciaydasx MO¥XKeT mpeobiagaTh MOTOPHAS HEBPOIATUS, CBI3aHHAS C
MIOBHIIIIEHHBIM TUTPOM IgM-aHTUTEN, HallpaBIeHHBIX Ha raurnuo3ug GM1.

Heo6xonmumo yImoMsTHYTh M 0 BO3MOKHOM pa3Butuu [1TTH npu TakoM pegkom 3abojeBaHuMU, Kak
CANOMAD-cuHOpoMe, KOTOPBIM IIpeacTaBasieT co00i CUHOAPOM XPOHUYECKOW aTaKCUYeCKOH
HeBponaTtuu c opranbMmoIierueir, IgM-onocpegoBaHHON MOHOKJIOHAJIBHOU raMMaIliaTUuey,
QHTHUTEeJIaMM K XOJIOOOBEIM arTJIIOTUHMHAaM U Oucuanoranrino3ugaM. [lonmHeBponaTs Ipu
CANOMAD-cuHOPOME HOCUT AeMUETNHU3NPYIOIUN XapakKTep C BOBJIeYeHHUEM B IIPOIIECC TOJICTHIX
BOJIOKOH IIPEUMYIIIECTBEHHO HUXKHUX KOHEYHOCTEN.

Takum 06pa3oM, MOKHO 3aKJ/IIOUYUTh, YTO ITapalpoTenHeMUYecKas IIOJINHEBPOIIaTUs He SIBISIETCS
HO30JIOTHYECKOU eIUHUIeH, a IPeACcTaBlIsgeT co00M BaXKHBIM KIMHUYECKH Pa3HO00Pa3HEIM CUMIITOM
pa3nuyHBIX 3a0omeBanuii. [IluddeperHnuanpHas IUATHOCTUKA BBISIBJIEHHON ITOJIMHEBPOIIATUY KpaWHe
HeoOxommMa Ay BepupUKaIuy quario3a u pa3paboTKy majbHENIeld TaKTUKY TeYeHus. MHOTHE
[ITTH npoTtekatoT mog mackou XBJII1, mauyeHTH TOJIy4al0T COOTBETCTBYIOIEE JieueHne, KOTOpPoe
maJjieko He Bcerma oka3biBaeTcst 9 GeKTuBHBIM. [IITH MoXkKeT ObITh TPOSIBJIEHUEM OTHOCUTEIHHO
moOpoKavyeCcTBEHHOTO cocTosgsHUSA - MT'H3, HO TakKe SIBJIIETCSA MPEIBECTHUKOM
numdonponudepaTUBHBIX 3a007I€BaHUM, TPU KOTOPHIX CBOEBPEMEHHO HavaTasl Tepanus
3HAQUUTEJIPHO yJIy4IllaeT IPOTrHO3.
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