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BapuaHTbl Nno4e4YHOro NoBpeaeHUA, aCCoUMMPOBAHHbIE C NapanpoTeMHamMm

(no Merlini G. et Pozzi C. u Ronco P.M. et Aucouturier P.)

Aeno3utbl | YabTpacTpyKTypa Nokanusauumsa BapuaHT noyeyHoro 3aboneBaHun CocraB geno3utos
MUKPOTYbynapHasn KNy6ouKM 'H c opraHnM30BaHHbIMMK IgG Kk nan A
(4 20-60 Hm), pacnonoxkeHne MUKPOTYOYNApHbIMM AEN03UTaMU
0 napannenpHoe MOHOK/IOHaNbHbIX Ig/
: MMMYHOTaKTOMaHbIN H
: rpaHyNApHasA, C MUKPOTYOYNAPHOM KNy6ouKmM KpuornobynnmHemunyecknin N’ ™n l: IgG Kk unm A
" cybcTpykTypoit (npu KI 1 tvna) mn Il IgM Kk n
3
o dnbpunnapHas B-cknagyatas, KNy6ouKmM Amunonaos AL - nerkue uenm k:A 1:3
f’\ (A 8-12HMm), pacnonoxkeHune cocyabl AH - Taxkenble yuenuy unm
H H6ecnopagovHoe, He-BeTBALLeeCcA KaHaNbLbl
H
bl KPUCTAaNNMYeCKan, KpUCcTanbl KaHaNbLibl MpoKcmanbHana Tybynonatua 1L Nnerkue uenum
E BHYTPUKAETOYHbIE NPOKCMMaNbHbIE K:A9:1
3NEKTPOHHO-NAOTHbIE UMANHAPLI T KaHaNbLbl AUCTaNbHbIE UnnnHap-Hebponatma 6enok Tamma-Xopcdana+/iL,
KpUCTannbl
: 0 rpaHynApHan KNy60oYKM bonesHb oTnoxxeHua J1L, K:A 3:1
P
r 3NEKTPOHHO-NNOTHAA CoCyApl, KaHaNbLbl
a
" KNy60oYKM BonesHb otnoxeHua TL, 6onesHb Y+ KuamA
" oTnoxeHua il v TL, NPEeNMYLLECTBEHHO Y
3
0 rpaHyNspHasn KNy60ouKM MponudepatmeHbIv TH C IgG Kk unn A
z MOHOKNOHa/IbHbIMK Aeno3ntamm Ig
: rPaHyNApHanA, MAacCMBHbIE KNy6ouKM 'H npu makpornobynmHemunm IgM K nnn A

o c

MHTPaKannAaApHble AeNO3UTbI

BanbgeHcTpema




MopakeHnA NoYeK NPU MHOXXECTBEHHOW Mmuenome

LUnnnHap-Hedpponatmsa

[MpoKCcMManbHaa TybynonaTua Nerkmx Lenemn

BonesHb OTN0XKEHMSA MOHOKAOHA/IbHbIX UMMYHOIN06YANMHOB

Amunnonagos

MponndepatnsHbin NH ¢ 4eno3nTamm MOHOK/IOHA/IbHbIX UMMYHOIN06YAMHOB
C3-rnomepynonaTtua, accoummnmpoBaHHana ¢ napanportemHemmeit (C3-N'H n DDD)
dunbpunnapHbin N’

NMmmyHoTaKkTougHbiM MH

KpnornobynmHemunyeckuni M’

Kpuctannnyeckme Hedpponatmm

Kpuctann-rnobynnHosblie HepponaTum

IgA-mmnenoma (nmntupyet IgA-HedponaTuto)

MembpaHo3Has HedponaTma, obycnoBieHHAA MOHOKNOHaNbHbIMK IgG-k K peuenTopam
docdonmnasbl A2

Mamta Shah, Mark A. Perazella, J onco-nephrol 2017; 1(3): 188 - 197



INoxTPOPOPETHHOCEOD HCCNOQTEIHWS GONKOE CLIBOPOTEM KPOIEW

Poaciyem e Hogss %
L) Aburein < 64 - 651
Aphat 88 - 20-4%
Nphaz 15 > TL-118
Setat £ L7-72
Beta2 &2 32-8&5
Gantra 55 » 1nr-1as
NSRRIy % on
@ kappa 230 534

Kosmanr kpun:

M-rpaaMenT i rauus-10He oipaiceas napanpoteuson G kappa # cocTamnnet 49,0 %% wan 53,4 1'n
OF 0GR HUNKE CHRIRIPUTKH CRoRm.




LnnnHap-HedponaTuA







[1TpOKCUMaNbHaA
TybynonaTtua nerkux
Luenewu

' JlUlambda




[TpOKCMManbHaA
Tybynonatuna nerkux uenemn +
UMNAMHAPOBAA HepponaTUA

AU lambda

U lambda




bosne3Hb OTNOXKEeHUA
Nerkmx ueneu




m
@)
g
A
@)
=
A
=
(4]
—l
<

\ '
=
-
Tt N
.»- y
at a" -
- -l
- - -
‘\
> Al
5 TR Mo Vi
-
. M - .l.
5 2 - a.f
- .Y \.o .
ave r o 4 »
W oo . AR
B - . ¥
\.-— v D 0)\.
e i MRS gy
- . . i
...‘-lﬁol,t. Y \\\ro.ro L U 3
3 L SR A
o - - . .
*$ .»\~.., e s .W‘c
- o e .-f‘ b \‘ 2z
“ - ’h\ SO N T
e < Qe LA
o L AN R
' )
,...” »
5 . .~
"I .ﬂa.“w.;pt _—
A -
—u. ouh.l\ v P mw." D-.
n '\ oo.ocOa -
> o . m
S . o‘.-l\' -no.”- C.. N
. P . .
'.’ ‘s - "-l. 5 n.‘\- - ¥
Wi R e
R YR
> &Y ” LN ~
l.v‘ - .
e hoh. 0“ .
o . - < - o c'\.
; o A
v oo é \.v . O 7 . »
- - '- . 3 3
l"‘l.. .b
ins 4




AL amnnonnos

J1U lambda

¥

Ny lambda



[MponndepaTuBHLINA
r1oMepynoHePppuT ¢
Aeno3snTamm
MOHOK/MIOHaNbHbIX Ig




C3-rnomepynoHedpput




[poKkcnManbHas TybynonaTus
Nerkux uenemn +
UUAMHAPOBAA HedpponaTua




NMMYHOTaKTOUOHbIN
rnomepynoHeppuT
(6e3 9M — membpaHo3Han
HedponaTmal)




MMMYHOTaKTOUAHbIN romepynoHedpuT
(3M!)
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KpnornobynmHemmyeckunm
r1oOMepynoHedppuUT

Ny, Iambdé




AL ammnnonnos +
6onesHb OTNOXKeHUuA
JIETKUX U TAXKENbIX Lienen



AL amnnongos +
60/1e3Hb OTNIOXKEHUA
NIErKUX U TAXKeNbIX ueneun

U lambda




bosie3sHb OTNOXKEHUA nerkmx
ueneu +
UMNAUHAP-HepponaTua

U lambda







bonesHb OTN0XKEHUA Nerkmnx
uenen +
NPOKCMManbHaA TybynonaTtua
NErkux ueneu




BonesHb OT/IOKEHUA NETKUX Lenen +
NPOKCUMaNbHaA TybynonaTua Nerkux
uenewu

FLC kappa




C3 rnomepynoHeppuT +
NMPOKCMMa/ibHas
Tybynonatms nerkmx ueneu

-

.s x " g
-. . .“' & l’/ -' '
! [l = 5

2 \‘( ’ \
) \




C3 rnomepynoHeppuT +
MPOKCMMabHasA
Tybynonatma nerkmx ueneu




MOHOKANOHANAbHbIE rTAaMMaNaTUMU NOYEeYHOro 3Ha4YeHnA

OpraHu3oBaHHble AeN03UTbl

dunbpunnbi NMMyHOTrno6ynmMHOBbI aMnMnonao3
PubpunnapHbi N, accoummnmpoBaHHbIA C MOHOKNOHANbHbIMMU MMMYHOI106YANHaMM

Mukpotpybouku |MmmyHoTakTOMAHBLIN H
KpuornobynmHemmnueckmn NH | n Il Tna

Kpuctannbi MpoKcMmanbHana Tybynonatua nerkmx uenem (c cuHapomom PaHKOHU B3POCAbIX U 6e3 Hero)
Knaccuueckume Kpuctannmyeckuii ructmoymtos

Kpucrannoi Kpuctann(kpnornobynnHemmuecknin) N

Pepkue

UnnmnHppol UnnnHgposasa HepponaTtua

PepgKkue

HeopraHusosaHHble AeN03UTbI

Knaccuueckume bonesHb OTN10XKEHUA MOHOK/IOHANbHbIX UMMYHOI/106Y/1IMHOB

MponudepaTtnBHbIM MH ¢ A€N03UTaMN MOHOKAOHAAbHbIX MMMYHOTN06YAMHOB

Pepkue He-nponndepaTtneHbin 'H ¢ MOHOKNOHaAbHbIMUK Aeno3utamm IgM
AHTU-TBEM HedpuT, aCCOUMNPOBAHHBIN C MOHOK/IOHAbHbIMW MMMYHOTN006yIMHAMM
MembpaHo3Haa HedponaTnsa, aCCOLULMMPOBAHHAA C MOHOKIOHA/IbHbIMU UMMYHOTN06YIMHAMMU

OTcyTcTBME Aen0o3UTOB

Pepkue C3-rnomepynonatms, acCCOUMMPOBAHHAA C MOHOK/IOHAIbHbIMW UMYHOTN06YyIMHaAMK
TpomboTHyecKaa MMKPOAHIMONATMA, aCCOLUMPOBAHHAA C MOHOK/IOHA/IbHbIMM

MMyHornobynnHamm

Leung N, Bridoux F, Batuman V, et al. The evaluation of monoclonal gammopathy of renal significance: a consensus report
of the International Kidney and Monoclonal Gammopathy Research Group. Nature Reviews Nephrol 2019; 15(1): 45-59.



Mopa*keHUA NoYeK, aCCOLMMPOBAHHbIE C MOHOK/IOHAIbHbIMU UMMYHOTN06YIMHaMn (6e3 amuionaosa, 45 601bHbIX)

OwnarHos/ Do 2018 Mocne 2018

MOp(I)OnOFMﬂ Mrn3 MHoKecTBeHHan | MaKpornobyameHmusa | B-knetouHas Mrn3 MHoxKectBeHHas | MakpornobyamHemus
MU «TNEeLWan» BanbaeHcTpema un nmmooma muenoma BanbaeHcTpema
muenoma «Tneowasa MB

N 60nbHbIX 16 22 6 1 31 13 1

OpraHu130BaHHbIe AEeno3uTbl, B T.4. KOM6MHUpoBaHHbIe N=11

LUH N=7 - 7 - - 2 5 -

AT/L N=2 - 2 - - - 2 -

LUH + NTAL N=1 - 1 - - - 1 -

KpuolH N=1 - - 1 - 1 - -

He-opraHusoBaHHble geno3untbl N=28

BOJIL, N=15 9 6 - - 13 2 -

BOTL, N=1 1 - - - 1 - -

BONTL, N=1 - 1 - - 1 - -

nrHMuna N=4 3 1 - - 4 - -

AHTU-TBM TH N=1 - 1 - - - 1 -

MH N=2 2 - - - 2 - -

HenponudepatusHbiii MH ¢ o = 4 = 3 = 1

MOHOK/NOHAa/1IbHbIMU

aenosutamm IgM N=4

KombuHauua opraHM3oBaHHbIX U HEe-OPraHU30BaHHbIX Aeno3uToB N=3

LH + BOJIL, N=2 - 2 - - - 2 -

nTay + oY N=1 - 1 - - 1 - -

MHAayunMpoBaHHble MOHOK/I0HabHbiMu Ul 6e3 geno3utos N=2

C3-IM N=2 - - 1 1 |2 |- -

KombuHauua opraHn3oBaHHbIX A4€MN03UTOB U MHAYLMPOBAHHbIX MOHOKNAOHanbHbiMmu UI 6e3 genosutos N=1

NTAL + C3-IM N=1 - 1 - - 1 - -

MONOCLONAL IMMUNOGLOBULIN MEDIATED KIDNEY DISEASE — WHAT IS BEYOND AMYLOIDOSIS IN REAL PRACTICE?
EV Zakharova, TA Makarova, ES Stolyarevich, OA Vorobyeva. Journal of Onco-Nephrology, 2019; 3 (3) 105-112



MpuunHbl OMNM Npu MHOXECTBEHHOW Muenome

BonesHb OTN0XKEHNSE MOHOKNOHANbHbIX MMMYHOT106yIMHOB

Amnnonpos

MponudepaTUBHbLIN romepynoHedpUT ¢ MOHOKIOHAIbHbIMWU AeN03UTaMuU
C3-rnomepynonaTtua, acCoumMmMpoBaHHaA C NapanpoTenHeMmnen
PnbpunNapHbIA romepynoHepduUT

NMMYHOTaKTOMAHbIM riomepynoHedput

KpnornobynnHemuyeckmn rnomepynoHepput

Kpuctannmnueckune Hepponatmm

KpuctannrnobynnH-mHayumMpoBaHHble HedponaTum

IgA-mnenoma (Mmutupyet IgA-HedpponaTtuio)

MembpaHo3Has HepponaTna, obycnoBieHHaa MOHOK/IOHaNbHbIMK 1gG-k K peuenTopam ¢pochonmnasbl A2
Unnmnnap-Hedponatms

MpoKkcumanbHana Tybynonatua nerkux ueneu

MpepeHanbHoe O PBoTa, gnapesn; nekapcTtBeHHasa Tybynonatua ¢ conbTeparwmm cuHapomom (XT — nnatuHa)

OKH dsontouua npepeHanbHoro OMM (runoteHsus, runosonemus), HMBC, peHTreHKOHTPACTHbIE BeLLecTsa
Metabonunueckana HeppOTOKCUYHOCTb MnepKanbumMemma, CUHAPOM IN3UCA ONYXONU

JNlekapcTBeHHaA HEPPOTOKCUUHOCTb TpapguumnoHHan XT; HoBble NpenapaTbl - UHTIMBUTOPbI NPOTeacoM, UMMYHOMOAYNATOPbI, UHTMBUTOPDI

npotenH-kKmuHa3 (BRAF, mTOR)

Mamta Shah, Mark A. Perazella, JON 2017; 1(3): 188 - 197



3AKTIOYEHUE

L BapunaHTbl nopa*KeHns NoYek Npmu MHOXKECTBEHHOM MUenome MHOroobpasHbl

L MaccuBHas napanpoTteMHemms 1 NapanpoTeMHYPUs C BbICOKOW AoNel BEPOSTHOCTU
acCcoUMMPOBaAHbI C Pa3BUTUEM LUIMHAPOBOK HedponaTtum

L MeHee maccnBHan napanpoTenHEeMUs C CeKpeLmet aHOMa ibHbIX NETKUX Lienen,
npenmyu,ecTBeHHo nambga-Tmuna, accoummpoBaHa ¢ pa3sutnem AL ammnongosa

U Momummo «Knaccuyeckoin» ULMAmMHApoBon HepponaTum U UMMYHOTN06YIMHOBOIO aMU/IoNa03a
MOTYT BCTpeYaTbCA U apyrme, bonee pegkme, napanpoTremHeMMNYECKMe NOBPEXAEHUA

U B paae chyyaeB MMeHHO MOPGO/IOrMYECKOE NOBPEXAEHME NapanpoTeMHEMUYECKOMN
HedponaTUM AaeT KNAOY K AMArHO3y MHOXECTBEHHOM MMENOMbI UN KTAEIOLWLEN MUETIOMbIY,
TEM CaMbIM OTKPbIBaA NyTb A4/ NPOBEAEHMSA XUMNOTEPANNU

U NoparkeHune noyek B Buae OMM moxeT bbiTb 06YCN0BNEHO HE TONbKO Aeno3uTaMu
napanpoTenHa, HO 1 Apyrumu GakTopamm — runepKasibumemment, CUHAPOMOM JIN3UCA ONYXO/N,
NNEKAPCTBEHHOM TOKCUYHOCTbIO, TMNoBoaemMmen, Tpebyowmmm He CTONIbKO MOPPOI0rM4ecKon,
CKONIbKO K/IMHMUYECKOWN OLEHKM



