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MI'P3: onpepgeneHne KoHceHcyca

MOHOKNOHaNbHAA raMManaTuA PeHaIbHOro 3HAaYEeHUA —

NnaTo/I0rMYecKoe cocTosHue, obycnoBneHHoe npoandepaumnen KNoHa B-kneTok nan nnasmaTmyeckmx
KNeTOK, He AOCTUTAIOLLErO KpUTEPMEB, TPEBYIOLWMX TeYeHUs, HO NpPoayLMpPYoWEro HedPOTOKCUYHbIN
MOHOKNOHaNbHbI UMMYHOTNo6ynuH (Ul), 4To NpMBOAUT K cneundmnyeckomy NoBpeKAeHUI0 NoYek C
HEYK/IOHHbIM NPOrPeccnUpPoBaHnEM pPeHaibHoON AUCHYHKLUN U yXyaLleHUEM NPOrHo3a 601e3HM

)
;“b’;f"

N L&

I~ gl

i A



[ MapanporeuH }

PacnpocTtpaHeHHOCTb U CTPYyKTYypa MIP3

*  [aHHble nutepatypbi — Herrera GA, 2014: 2,5% (13 5410 Hedppobumoncui -126 cny4yaes)

*  [aHHble HUN Hedponormm -  4,5%
*  JaHHble Kb um.C.1.boTkMHa — 2,8% -
*  JlaHHble KANHUKK nm. TapeeBa — 3,4% -
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CTpyKTypa HeamunongHbix sapuaHtos VIlfrP3
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Original Article
Renal pathologic spectrum and clinical outcome of monoclonal Monoclonal immunoglobulin-mediated

gammopathy of renal significance: A large retrospective case series H H . H M T
Sdy from o daiie Trdirath 1 Shind kidney disease: What is beyond amyloidosis
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Elena V Zakharova' 10, Tatyana AI Makarova', Ekaterina S
Stolyarevich? and Olga A Vorobyeva’

N=187 (0,7% oT Bcex BbINONHEHHbIX Hedpobuoncuii 1999-2017)
AL- amunounpos—-77%
He amunoungHblie BapuaHtbl MIIP3

BonesHb OTNI0XKEHUA nerkmx/Taxenbix uenei — 9,6% Table 2. Clinical setting and pathology findings.
MponndepatnsHblii TH ¢ oTnoxeHnem Mig — 5,3% Clinical setting/pathology Subgroups, initial Subgroups after regrouping
KpuornobynmHemuueckmii M’ — 3,7%
MpokcnmanbHas Tybynonatus, acc. ¢ /1L, — 1,1% TqGRfs T\‘M Z;M V;MZSWM B;JCE"INHL T\JGRJSI ":\JM " s gl
dubpuanapHbli M — 1,1% i i I it (N=3g =y
C3-rnomepynonatus — 0,5% Organized Mig deposits (N=11)
CN (N=7) - 7 = - 2 5 -
. LCPT (N=2) - 2 - - - 2 -
[ reomarch papee
b-lh CN+LCPT (N=1) x: | = - = | x:
Long term outcomes in monoclonal gammopathy of renal sig- Cryo-GN (N=1) = -z I = I = =
nificance Nan-organized Mlg deposits (N=28)
LCDD (N=15) 9 6 2 - 13 2 -
iR S HCDD (N=1) | - - - | - "
ARRE Khern' (0 Fetloos Pasiises,” (0 Summary LHCDD (N'-' ’) o= | o = | i o=
iy ey s rosanga Xl withe AL sl oad sost ey s o s PGNMID (N=4) 3 | = = 4 - -
g Anti-GBM GN (N=1) - | S = = | -
MN (N=2) 2 - - 5 2 ” -
Intracapillary MigM deposits (N=4) - - 4 9 3 % |
N=41 (5 ueHtpos UK/ Ireland 2004-2017) Combination of organized and non-organized Mig deposits (N=3)
CN+LCDD (N=2) - 2 - - = 2 -
He amunounpgHbie BapuaHtol MIP3 LCPT+LCDD (N=1) i | B _ , 2 _
Pathological classification Mlg-induced lesions without Mlg deposltion (N :2)
MIDD C3-GP (N=2) =~ - | | 2 - -
Light chain deposition diseased 25 (61%) Combination of organized Mig deposits and Mig-induced lesions without Mig deposition (N=1
Light heavy chain deposition disease 2 (4:9%) LCPT+C3-GP (N=1) x | - - | = s
Immunoctactoid GNT | (2:4%)
Cryoglobulinaemia 2 (4.99%) MGRS: monaclonal gammopathy of renal significance; MM: multiple myeloma: SM: smoldering myeloma; WM: Waldenstrém's macroglobulinemia; SWM:
ProlifeTative GN 'with: monodenal 3 (7:39%) smoldering Waldenstrém's macroglobulinemia; NHL: non-Hedgkin lymphoma; Mlg: monodlonal immunoglobulin; CN: cast nephropathy; LCPT: light
immunoglobulin deposits ' chain proximal tubulopathy; Cryo-GN: cryoglobulinemic glomerulonephritis; LCDD: light chain deposition disease; HCDD: heavy chain deposition dis-

ease; LHCDD: light and heavy chain deposition disease; PGNMID: proliferative glomerulonephritis with monoclonal immunoglobulin deposits; anti-GBM
GN: anti-glomerular basement glomerulonephritis; MN: membranous nephropathy; MigM: monoclonal immunoglobulin M; C3-GP: C3 glomerulopathy;
Numbers in bold: pathology patterns after re-grouping.

Light chain tubulopathy 6 (14:6%)
Monoclonal-associated membranoproliferative GN

1]

(4-99)
Monoclonal-associated Thrombotic Microangiopathy 1 (2:4%9%)

Monoclonal-associated C3 glomerulopathy




MoyeyHbI NPOrHO3 Npmn HeamunougHbix popmax MIre3
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Lles1b peTpocnekTMBHOro nccien08aHmA

- aHaNU3 PaAcNPOCTPAHEHHOCTU, CTPYKTYPbI U
NOYe4yHOro NPOrHo3a NP HeaMmMNonaHbIX
BapuaHTax MIP3 Ha npumepe onbiTa KANHUKU
Hedponorum NCMA6IMY mm. akag. WU.M. Masnosa



Mopdonoruueckoe uccnegoBaHue
NoYe4yHOM TKaHM:
CBeToBaA MUKpOCKONUA

NauueHTbl U meToAbI

(rematokcnnmH/303uH, LUNK-peakuus,
cepebpeHue no [xoHcy, KoHro-por,
TPUXPOMasibHaA OKpacka no MaccoHy,
OKpacKa Ha 3/1acTUYecK1e BOIOKHa)
NmmyHomopdgonorusa (MP/UMX naHenb

Mopdonornyeckoe mccienoBaHmne

noyeyHom TKaHu (2011-2018)

aHTUTeN K IgA, IgM, 1gG (TnupoBaHue
1gG), 1gD, kappa, lambda, C3, Cl1q)

+ ANTeCTUBHbIE METOANKU AEMaACKaUunmn
dHTUTEHHbIX aNMUTONGCB

n=1580
[ MIP3 (n=72)

QbrpaCprKTypHoe uccneposaHue

}

AlL-amunonpnos -
n=55

HeamuaocupgHoie popmobl MIP3
n=17

PacnpoctpaHeHHOCTb

CneKTp ]

XapakTep Tepanum

-

[ematonorMyecknii oTeet

B 3aBUCMMOCTM OT TUna Mig:
- Jlerkne uenu, 1gG, IgA

- IgM-MGUS

g

}

MoyeuHbliV oTBET

Jf..“

ﬁpmepuu MrIP3

- HaNnM4mMe KNOoHa B-KneToyHo
JIMHUK, He TpebyrLwero Havyana
cneundunyeckomn Tepanum no
remaTosI0rMYeckMm NoKasaHUAM
- mopdonornyecku
BepudUUMpPOBaAHHOE NopakeHne
noyek, onocpegoBaHHOE
npoayKunen MOHOKNOHANbHOTO

Qen Ka

~

J

MNoyeuHblit NPOrHo3

Kputepuun noueuHoro orseta no pCKd:

i) Het otBeTa — cHueHue pCKO>25 % ot
Ha4YyasbHOrO YPOBHA MU HAYan0
30T

ii) Hannumne otseta — nosblilleHne pCKO

>25 % OT Ha4aNbHOrO YPOBHA UK

npexkpaweHwue 3MNT

iii) Apyrmne cnyyan — ctabunbHan

$YHKUMA Noyek.

MoueyHbli oTseT no nporenHypuun (CNb):
cHuKeHue CIb >30% oT HayanbHOro ypoBHA
npu cTabunbHOM GyHKUUKN NoYeK

Mo4yeyHsbll ncxon, - Havano 3MNT
nnn pCKP<15 mn/muH/1,73m?2 Ha
MOMEHT KOHLa HabaoaeHua

MoYeyHYI0 BbIXKMBAEMOCTb
oueHunBanu metogom KannaHa-
Mewepa

MepguaHa nepuoaa
HabnoaeHMA cocTaBuAa
12 (2; 22) mecsues



Pe3ynbraTtbl

PacnpoctpaHeHHoCTb — 1%
pocTp

Mokasatenb VLA T A
Mon x/m

‘Bospacr, r (mSD)
PCKDp epy MA/MUH/1,73M2 (M, 25-
75%) F 1 F 1
CN, r/cytkn (M, 25-75%) '
Anbb6ymuH cbiBOpoTKY, r/n, (M, 25-
75%)
% nnasmaTUYEeCKUX KNEeToK no
BAHHbIM muenorpammbl, (M, 25-
75%) I fTal"&10™
MapanpoTeunH CbIBOPOTKY, I/
(M, 25-75%)

MapanpoTtenH mouu, r/n

(M, 25-75%)

Tun napanpoTteunHa, % {
1gG/k

IgM/k .
k .

_ = —_——_— g — =

* MIP3 (n=17)

46 (21; 61)

84(2,2,17)

28 (23; 32)

1,9(1; 4,8)

1,56 (0,16;
5,95)

' 0,3(0;1,56)

23,6
17,6
58,8

BONL; 5
29%

dnbpunnap
HbI TH; 1;
6%

CneKTp

BONL+NTAN
L; 1; 6%

MNrHMUAT; 3;

/ 17%

KpuolH; 2;

12%

TMA; 3;
18%

r

C3-TM; 2;
12%



Pe3synbTratbl: Xapaktep nedyeHna naumeHtos ¢ MI'P3 u
remaTtonornyecKkmi oTser
n=17

MonHbIn oTBET 20
OyeHb XopOoLWKin YaCTUYHbIN OTBET 0
YacTu4yHbI oTBET 26,7
Crabununsauus 20
Mporpeccusa 0

B TeueHue nepeoro roaa
HabnogeHua y 1 naumeHTa
npousoLwna TpaHchopmauma B
MHOECTBEHHYO MUENTOMY



MoyeuHbin oTBeT Yy naumeHtos ¢ MI'P3 n nouyeyHbi NPOrHo3
n=17

CyTo4yHaA NPOTEUHYPUAT.

__RTYV-UOtepot

35
30
25
20
15
10

[NporpeccupoBaHue

ancdyHkumn, %

Ynydwerue dyHKkumu, % 20
CtabunbHasa yHKUMS nodek, % 80
Hanwunune otBeTa no 50

npotenHypumn, %

MoueyHbl OTBET NO NPOTEUHYPUM:
WHAMBUAYANIbHAA AUHAMUKA
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1)

3)

4)

5)

BbiBoAabl

HeamunnonaHble BapmaHtbl MIP3 — mopdonormyeckm pasHopoaHas
rpynna, coctasnamwasa HebonbLyo 4010 B CTRYKTYPE 0bLieln
PEHA/IbHOM NaToAOTUN

Cpeun HeammnonaHbelx dopm npeodnasaet 60/1e3Hb OT/IOKEHUA NErKux
Lienei, TakKe MoryT bbITb C/ly4an coveTaHUsa pasinyHbIX Gopm

narHocTnka HeammnomngHoro BapuaHTa MIP3 tpebyer
NO/IHOLEHHOTO MOP}O/IOrMYECKOrO UCC/IEA0BAHUA MOYEYHOM TKAHN U
remaTtonorm4yeckoro obcnenoBaHms

HeamunnonatHble BapmaHtel MITP3 accouunpoBaHbl ¢ HebG1aronpuAaTHbIM
NoYeYHbIM MPOrHO30M, CPAaBHUMbIM C TaKOBbIM npu AL-ammnnongose
noyekx

MTIP3 TpebyeT MynbTMANCUMNINHAPHOrO NOAX0Aa ANA CBOEBPEMEHHOM
OMNArHOCTUKN U 06A3aTENBLHOIO JIEYEHMA TAKMUX NALMEHTOB, YTO
NO3BONAET YAYUYLLNTb NPOrHO3 B OTHOLWEHNN QYHKLMM NOYEK U
NPenATCTBYET NPOrPecCMpPOBaAHMIO KNOHANbHOW Npoandepaynm



