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PekomeHpauumn KGIGO 2012 no neyeHuto rnomepynoHeppumUToB cogeprKar

pa3aenbl, NOCBALLEHHbIe:

J ctrepona-yyBcTBUTENBHOMY HEDPOTUYECKOMY CUHAPOMY U CTEPOU-
PEe3NUCTEHTHOMY HEDPOTUHECKOMY CUHAPOMY Y AETEU

J 60/1€3HM MUHUMaAIbHbBIX U3MEHEHU I

J namonatnyeckomy pokanbHOMY CErMEHTAaPHOMY IMTOMEPYNOCKIEPOo3yY

J namnonatnyeckot membpaHo3HoM HedponaTum

J membpaHonponudepatusHomy rnomepysioHeppuTy

J rnomepynoHedpuTy, accoummpoBaHHOMY € MHGEKLMOHHbIMMU
3aboneBaHmMAMMU

 IgA HedponaTumn u HedppuTy nypnype MeHox-LLleHnsnHa

J BonyaHoOUHOMY HePpPUTY

d nayumn-ummyHHomy GoKanbHOMY U CerMEeHTapHOMY TOMepyoHedpUTy

J aHTKM-TBM aHTUTeNnbHOMY /IOMepPYIoHEPPUTY

Kidney International Supplements 2012 2(2)
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naBa 16. BeeaeHue B rnomepynsapHbie 3a6oneBaHUA: TMCTONOrMYECKan

KnaccupuKauma n natoreHes

U MomepynsapHble 601€3HM MOTYT UMETb MHOXKECTBO NPUUYMH U XapPaKTEPU3YIOTCA PA3INYHBIMU
KTMHUYECKMMU NPOABAEHNAMN

d HeKOTOpre romepynAapHble bonesHn mmerot o6u.|,ee Ha3BaHWe — I'I'IOMepyfIOHe(I)prI, yTo
nogpasymesaeT MMMVHHbIﬁ UIn VIMMVHOBOCI‘IaI'IVITEIIbeIﬁ natoreHes

d N xoras HEKOTOPDbIX CUTYaAUUAX ANATHO3 MOXKET O6bITb NOCTaB/E€H Ha OCHOBAHUUN KJIMHUYECKUX U

na6opaTopr|x AdHHDbIX, buoncusa NoOYKn HY*Ha KaK 414 KJ'IaCCVId)MKaLI,MM ,TdK U OANA onpeneneHnA

NPOrHO3a

B naeane, uccnegoBaHme A0NKHO NPOBOAUTLCA C NOMOLLBIO CBETOBOW, UMMYHOPIHOOPECUEHTHOM U

3/IEKTPOHHOU MUKPOCKONUM

Ncnonb3ya aToT Nnoaxoa, MOXHO AMarHoCTUPOBATb MTMCTONOrMYECKUA NPoduab NOBPEKAEHUS

HekoTopbie npodpunnm noBpeKAeHNA MOTyT 6bITb AOMNO/IHEHBI 1A0O0PATOPHLIMU TECTAMMU C LLENbIO

YCTaHOBJ/1EHUA 3TUONIOTUN

OAHaKO, NOCKOJ/IbKY BapUaHTbl JIe4EHUA 3a4aCTVHO Da3pa6aTbIBaﬂOCb AnA CI'IELI.VId)VI‘-IeCKMX

TMCTONNIOTNMYECKUX BAPUNAHTOB, TMCTO/IOTNYECKUM noaxod OoCtaeTCA npeanoyTnTesibHbIM

U OO0 O




On the Etymology of Nephritis: A Historical Appraisal of its Origins

Garabed Eknoyan

Table 2. The evolving nosology of nephritis|

1914 Volhard

1895 Allbutt and Eahr

1827 Bright 1856 Virchow 1878 Charcot

Large white Parenchymatous Parenchymatous PFarenchymatous Nephroses

kidney nephritis nephritis nephritis degenerative
chronic > acute
Congested Interstitial Interstitial Glomerular MNephritis
granular nephritis nephritis nephritis inflammatory
red kidney acute > chronic hemaorrhagic
Contracted Contracted Contracted Contracted Contracted
kidney kidney kidney kidney kidney
?Vascular  Amyloid kidney Amyloid kidney  Hyperpiesia Sclerosis

hypertension

19231 Addi
e 1942 Ellis 1951 Smith
and Oliver
Degenerative Type 2 nephritis MNephrotic
Bright's insidious, edema,  syndrome
disease recover/chronic

Hemorrhagic Type 1 nephritis Glomerulonephritis

Bright's acute, acute, chronic,
disease high BP hematuria, subacute
recover/chronic
Contracted Contracted kidney  Contracted kidney
kidney

Arteriosclerosis Nephrosclerosis MNephrosclerosis

The first row gives the last name of the author and the year of their contribution.

JASN 31: 1170-1173, 2020. doi: https://doi.org/10.1681/ASN.2019050510
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A Systematic Method for Categorizing GN

B 19-m BeKe AMarHo3s rnomepyasapHbix 3abosieBaHuin 6bia cyrybo KAMHUHYECKUM U CTPOUACA Ha OCHOBaHWUM
KNMHUYECKUX NPOABIEHUI N HANUUYMA NPOTEUHYPUN, KOTOPaA onpenensasacb METOAOM HarpeBaHUA TOXKEUKN C
MOYOM Ha CBEYKe, YTO NO3BONANO BbiABUTL BENKOBbIM NpeuunmTaT, 06pasyowmmnca npu HarpeBaHnm

MMraHTCKUM war Bnepesn 6bin caenan 8 1950-e rogpl nocne BHeApeHnAa bBUoncumn NoYKun, npeanoxeHHom Kark
and Muehrke, 6uoncua no4ykn no3BonAna B TO Bpema BblAenATb npoandepatmsHyto dopmy (1 Tmn) nam octpbin
rnomepynoHeppuT, u He-npoaudepaTnsryio dopmy (2 Tnn) romepyioHedpuTa, aCCOLUNPOBAHHYIO C
HePpPOTUYECKMM CUHAPOMOM

C noaBneHMemM MMMYHOPNOOPECLEHLNM U SNEKTPOHHOW MUKpocKkonum B 1960-e roabl buoncua noykun bruoncus
MOYKM CTana KAOYEBbIM UCCAeA0BaHNEM AN1A YCTAHOBKU ANArHo3a roMepynapHoro 3aboneBaHms
Kateropusauuna tuna rmomepynoHedppmuTa 3a4acTyto npeactaBaana TpYAHOCTU AN KAMHULNCTOB, MOCKONbKY
AnarHo3 nHorga 6asnMpoBancs Ha KAMHUYECKUX NPOABAEHUAX (Hanpumep — BbICTPONPOrpPeccUpYoLLLNA
rnoMmepynoHeppuT), MHOrAA Ha 3TUOIOTMKN (HaNPUMEP — NOCTCTPENTOKOKKOBLIN rnomepynoHedpuT), a MHoraa Ha
FMCTONOMMYECKMX AAHHBIX (HAaNpUMep — MaIOMMMYHHbI TOMepPYIoOHeEDPUT)

K Tomy e y noyeyHbIx Mopd0o/1oros He HbIN0 CTAaHAAPTU30BAHHOIO METOAa ONMUCAHUSA TMCTOIOMMYECKUX HAaX0A0K
NcTopryeckun, novyeyHbin Mopdoior ONMUChIBa TMCTONOTMYECKME UBSMEHEHUS, U XOTA MHOTAA 3TOro bbiNo
[OCTAaTOYHO ANA YCTAHOBKU 3TUO/IOMMYECKOro ANarHo3a, Yalle MMeHHO HedbpPonor-KIMHULUCT yCTaHaBAMBaAN
OKOHYaTEe/NbHbIM AMArHO3 Ha OCHOBAHUW COBOKYMHOCTU KIMHUYECKUX, 1aB0PaTOPHBIX U TMCTONOTUYECKNX
NAHHbIX

[Mepexos, OT rTMCTON0rnYecKMX Npoduae NoBPERAEHUA K AMAarHOCTUKE, OCHOBAHHOW HA 3TUOIOTUN U
natoreHese, HECOMHEHHO NPUBEAET K YAYYLLIEHUIO PEe3Yy1bTaTOB 1IeYEHMUSA

Richard J. Johnson, Stuart J. Shankland, and M. Scott Lucia. ] Am Soc Nephrol 27: 12651266, 2016. doi: 10.1681/ASN.2015101160



[nasa 8. Ugmnonatuyeckun membparHonponndpepatmusHbii romepynoHedpuUT

O MIMH - npodounb noBpexaeHns Ha OCHOBaHWKM CBETOBOW MUKPOCKOMUA

U danbHenwas knaccnukaums Ha OCHOBAHUN BbIPaXXEHHOCTU 1 nokanuaauunmu
aenoaunTtos (I, Il, n [l Tnn)

O 'eTeporeHHOCTb NPUYMH

0 UctnHHo ngmonatmnyecknn MINIMH — kpanHe peakoe cocTosiHMe

O BapwuaHTtel MINT'H ¢ geno3sutamm Tonbko C3 nasecTHbl noa HasBaHnem C3 MH

CocTosaiHUA, accounmnpoBaHHble ¢ membpanonponndepatmeHbiMm npodunem NOBpeXAeHUA

1 XpoHnueckue nHpekumm (ocobeHHo renatut C)

J AytoummyHHbIe 3aboneBaHusa (ocoberHHo BH)

(J MoHoKnOHanbHble rammanaTn (0cobeHHO, 601e3Hb OT/IOKEHUA NETKUX Lenen u
MOHOK/IOHa/bHbIX 1gG)

L HapyweHnua perynaumm komnaemeHta (ocobeHHo aedpuumnt paktopa H)

Kidney International Supplements 2012 2(2)



Update on Membranoproliferative GN

ConocraBaeHue NCTOPUYECKOIA U COBPEeMEHHOWN naToreHeTnueckou knaccmpumrkaymm VMINMH

UcTtopuueckas (pqu@‘a?@@@pm@m CoBpemeHHan (ocHoBaHa Ha
MMWKpOCKOnNuu) VIMMVHO(I)I'IIOOpECU,EHLI,MVI)

Knaccndmkayma MIMTH 1: Cyb6anpotenmaneHbivi MINTH NmmyHokomnnekcHbin MIMTH
MIIMH NmmyHOrnobynmHbl u KomnnemeHTt no N
(napanpoTenHbl, BUPYCbl, aKTOUMMYHHbIE
3aboneBaHusn)
MIIH 2: NMnaoTHble cybaHaoTENMANbHbIE KomnnemeHTt-accounmpoBaHHbin MIMTH — C3
Aeno3untbl (6one3Hb NIOTHbIX AeN03UTOB) AomuHupyet no UP (C3 rnomepynonatunsa)
MITH 3: CybaHpoTennanbHbIv MIITH He cBA3aHHLIK C KOMNAEMEHTOM U
membpaHonponndepaTUBHbIN C MMMYHHbIMM KOMIM/IEKCAMMU

MHTpaMEM6paHO3HbIMM 7
CY63I'IMT€IIl43fIbH biIMAU AENO3UTAMMU

HeratneHaa U® (TpomboTryeckas
MWKpPOaHrMonaTuma

Clin J Am Soc Nephrol 9: 600-608, 2014. doi: 10.2215/CJN.06410613



Update on Membranoproliferative GN

—
CoBpemeHHas KJ'IaCCM(I)VIKaLI,MFI I\/II‘IFH

/rOCHOBaHa Ha M;]\

lg U KoOmnnemeHT I'Ipeo6na,£|,aHme C3 Hun KomnnemeHTa HU Ig
c3 rH TMA
[MOHOKI'IOHaanbltg FOHMKHOHaI‘IbeIQ _\
. / \ [JanbHenwee obcnenoBaHue
[JanbHenwee obcnegoBaHme NanbHeiiliee o6cnenoBaHme
/ ObcnepoBaHmMe A8 BbIBNEHUS
KAMHWYecKan oueHKa, obcnenoBaHue ans W \\ AL AL L e = A
BblIBNE€HUA MOHOKNOHa/IbHOWM ceKpeuunmn T viBiBiaidi
— KAnHnyeckas oueHKa, obciegosaHme Ha CKB
\ \ - n cuHgpom LerpeHa }

Knnuuyeckaa oueHKa, :
obcnepoBaHue Ha renatuTbl B u C

AOTY

[ Ecnhv Bce UCKNKOYEHO —
nauonatudeckunm MifrH =~~~

Clin J Am Soc Nephrol 9: 600-608, 2014. doi: 10.2215/CJN.06410613



CONSENSUS

EXPERT CONSENSUS DOCUMENT

The evaluation of monoclonal gammopathy
of renal significance: a consensus report |
of the International Kidney and Monoclonal !

Gammopathy Research Group

Nelson Leung ' *, Frank Bridoux?, Vecihi Batuman®, Aristeidis Chaidos*, Paul CockwelF,

Vivette D. D’Agat, Angeia Dispenzieri', Fernando C. Fervenza’, Jean-Paul Fermand’, Simon Gibbs®,
Jutian D. Gillmore®, Guillermo A. Herrera'®, Amaud Jaccard"', Dragan Jevremovic',

Efstathios Kastritis'?, Vishal Kukreti's, Robert A. Kyle’, Helen J. Lachmann®, Chrisfopher P. Larsen’,
Heinz Ludwig', Glen S. Markowitz®, Giampaolo Meriini’é, Peter Motlee'?, Maria M. Picken'?,

Vincent S. Rajkumar’, Virginie Royal's, Paul W. Sanders (5%, Sanjeev Sethi®)’, Christopher P, Venner,
Peter M. Voorhees?, Ashutosh D. Wechalekar®, Brendon M. Weiss* and Samih H. Nasr'

Leung N, et al. Nat Rev Nephrol. 2018
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OpraHu3oBaHHble
[eno3unThbl
MOHOK/IOHANbHbIX
MMMYHOTN06YIMHOB

He-opraHn3soBaHHbIe
Aeno3nThbl
MOHOK/TOHaIbHbIX
MMMYHOTrNobynnHoB

be3s penosntos
MOHOKNOHa/IbHbIX
MMMYHOTrNobynnHoB

ApanTtupoBaHo u3: Leung N, Bridoux F, Batuman V, et al. The evaluation of monoclonal gammopathy of renal significance: a consensus report of

CneK'rp MOHOK/IOHa/IbHbIX FTAMManaTuii NOYEYHOro 3Ha4YeHUnA

PrnbpunnapHbie

MuKpoTybyasapHbie

Kpucrannnyeckune
BK/1IOYEHUA

Knaccnyeckue

Peakue

NMMYHOTN00Y/IMHOBBLIN aMWUNI0KUA03

dnbpunnsapHbin N

NmmyHOTakTouAHbIM MTH

KpuornobynuHemuueckmiia F'H (Kr | m il Tuna)
MpoKcnmanbHaa Tybynonatms Nerkmx Lenewu
Kpuctanamyeckuin ructmoumnTos
(Kpno)kpuctann--rnobynmHossin N

BonesHb OT/I0KEHMA MOHOKNOHANbHbIX Ig
MponudgepatusHbiit TH ¢ genosnTamy MOHOKNIOHANbHDIX Ig

ATMNnyHas membpaHo3HaA HedpponaTUA
ATnmnyHasa autTm-NreM 6onesHb

C3-rnomepynonatua ¢ MOHOKJ/IOHA/IbHOM rammanaTtuen

TpomboTHU4eCKasa MUKPOGHTMOMaTUA

the International Kidney and Monoclonal Gammopathy Research Group. Nature Reviews Nephrol 2019; 15(1): 45-59.



C3 glomerulopathy: consensus report

Matthew C. Pickering', Vivette D. D'Agati?, Carla M. Nester**, Richard J. Smith®*, Mark Haas’,

Gerald B. Appel®, Charles E. Alpers’, Ingeborg M. Bajema®, Camille Bedrosian®, Michael Braun'®,

Mittie Doyle®, Fadi Fakhouri'', Fernando C. Fervenza'?, Agnes B. Fogo'?, Véronique Frémeaux-Bacchi'
Daniel P. Gale', Elena Goicoechea de Jorge', Gene Griffin®, Claire L. Harris'®, V. Michael Holers'”,
Sally Johnson'®, Peter J. Lavin'®, Nicholas Medjeral-Thomas', B. Paul Morgan'®, Cynthia C. Nast’,
Laure-Hélene Noel®, D. Keith Peters®', Santiago Rodriguez de Cérdoba®?, Aude Servais®?,

Sanjeev Sethi**, Wen-Chao Song?, Paul Tamburini®, Joshua M. Thurman'’, Michael Zavros*® and

H. Terence Cook’

Cavrrrerenns O3HAYaeT, YTo pa3BuTHe 3abosieBaHMA NPOUCXOAUT BCAeACTBME HAPYLLUEHUN
KOHTPOANA aKTUBALMU, Aen0o3nLKUM UK aerpasaumm KOMOAeMeHTa, U
XapaKTepumsyeTca NpemmyLLecTBeHHbIM OTAoKeHnemMm dparmeHToB C3 B KNyHOoUYKax»

Kidney Int. 2014 Feb;85(2):450-456




EDITORIAL

'.) Check for updates

See also page 991
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C3 Glomerulopathy: A New Disease

3 glomerulopathy is a rare disease
characterized by activation of the
alternative complement cascade and
deposition of the third component of com-
plement without any immunoglobulin
deo:.u:_-, in the glomcruh of the deI‘lC\

i

Comes of Age

Several international conferences have led
to studies that clearly defined C3 glomerulop-
athy as a disease with glomerular inflammation
and C3 deposition at least 2 orders of magni-
tude above any immunoglobulin deposition.'
ln all paumh Wth C 3 glomcrulopdth) h

U Bbin1o nokasaHo, YTO Yy MHOMMX NaLWEHTOB C Aeno3uTtamu C3 B |<ny6oq|<ax MMeKTCH Ll,edDeKTbl
PerynsaTopHbIX 6enoK, MHrIMBUTOPOB UK aKTUBATOPOB, anbTePHATUBHOIO MNYTN KOMMNSIEMEHTA

U HekoTopble oedekTsl accoumMmpoBaHbl C reHETUYECKUMU MyTaumusamMn (aHoMmanum reHoB paktopoB H, |, 1
MCP)

O Opyrne gedekTbl accounmMpoBaHbl C HANMMYMEM aHTUTES, KOTOpble NMBO HEUTPANU3YIOT NHIMbMpyowme
KOMIMOHEHTbI KOMMJIEMEHTA, KOTOPbIE 3aMeanA0T akTuBaL MO ansTepHATUBHOMO Kackaaa (Hanpumep
aHTuTena Kk paktopy H), nnbo ycmnmearoT 3Ty aktuBaumio (Hanpumep C3-Hedputmnieckni aktop)

G.B. Appel. Mayo Clin Proc. 2018; 93(8):968-969




C3 glomerulopathy

¥ MezaHrmonponudepatnsHbliii Npoduib

HopmanbHbIN | NMonynyHHbIM NpodUnb

KnyboyekK

JKCCYAATUBHbIN
npodunb

[nomepynocknepos

Jacob J.E. Koopman, Aiko P.J. de Vries and Ingeborg M. Bajema. Nephrol Dial Transplant (2021) 36: 594-596 doi: 10.1093/ndt/gfz201



Management and treatment of glomerular diseases (part 2): conclusions from a
Kidney Disease: Improving Global Outcomes (KDIGO) Controversies Conference

d TepmuH «membpaHonponudepaTnBHbIN» rnomepyioHedpPUT COXpaHAET CBOE 3HAYEeHUE B KavecTse
FMCTONIOTMYECKOro ONUCAHUA NTOMEPY/IAPHOTO NOBPEXKAEHUA, OAHAKO yr/yb/ieHHOe NOHUMaHMe
npupoabl C3 rnomepynonatmu (C3 M) 1 MOHOKNOHANbHbBIX FTAMMAaNaTMM NOYEYHOro 3HAYEeHUA
(MTIT13) TpebyeT HOBOM HOMEHKNATYPbl, OCHOBAHHOW Ha NaToreHese, a He TO/IbKo npodune
NoBpeXKAeHUS

 Bonee TOro, rucronornyeckmne nameHenma npu C3 M v MIM3 ganexko He Bceraa BbIrNAAAT KaK
membpaHonponndepaTuBHbIN TnomepynoHedpUT

1 MNosTomy 06HOBNEHHbIE KANHUYECKME NPAaKTUYECKME peKoMeHAaL M NogYepKUBatoT
AMNATHOCTMYECKMIM NoAXoA, YHUTbIBAOLWMN U NAaTOPU3NONOTUIO U TUCTONIOTUYECKME AaHHbIE

1 Co BpemeHeMm 3TO MOXeT NPUBECTM K YCTPaHEHWIO MOHATUA «MeMbpaHoNpoIndepaTUBHbIN
[IOMEePYNOHEDPUT KaK AAMArHOCTUYECKOM KaTEropmumn, XoTA OCTatOTCA NPOTUBOPEUMNSA, CBA3AHHbIE C
NepPeKkpPecTHbIMNU MEXaHWU3MaMM MOBPEXAEHUA, @ TAKKE C TEM QaKTOM, YTO H4aCTb C/IY4aEB TaK U
OCTAHYTCA «MANONATUYECKMMM»

Kidney International (2019) 95, 281-295; https://doi.org/10.1016/j.kint.2018.11.008



Management and treatment of glomerular diseases (part 2): conclusions from a
Kidney Disease: Improving Global Outcomes (KDIGO) Controversies Conference

MaTtoreHeTnuecknii noaxopn K rnomepynoHeppuram

MaToreHeTUYeCKUM TMN

Mpumepbl 3aboneBaHni

MMMYHOKOMMIEKCHbIN
rnomepynoHeppuT

ManoMMMYHHbIW
rnomepynoHepput

AHTN-TBEM rnomepynonedpput

CnomepynoHedpwurT,
aCCOUMMNPOBAHHbIN C
MOHOK/IOHA/IbHbIMU
MMMYHOTrN0byanHamm

KomnnemeHT-meanMmMpoBaHHbIM
rnomepynoHepput

lgA HedponaTua

BonyaHouHbIN HeDpUT

dunbpunnapHbit rnomepynoHedput (noanknoHanbHbiv/AHKIB9-no3nTMBHbIN cybTUN)
nomepynoHedpuUT, aCCOLUMUPOBAHHbIN C UHPEKUMAMM

KpuornobynnHemunyeckuin rnomepynoHedput (cmewanHaa KkpnornobyanHemumsa Il v 11l Tuna)

ANCA-accounmpoBaHHbIA BaCKyINT
ANCA-HeraTuBHbIN MaNOVMMYHHbIN FTIOMepyIoHePPUT

AHTU-TBEM 60ne3Hb

BonesHb OTN0KEHMA MOHOK/IOHAIbHbIX UMMYHOrobyanHos (LCDD, HCDD, LHCDD)

MponndepaTUBHbLIA MOMEPYNOHEPPUT C ALMNO3UTAMMU MOHOK/IOHAAbHbLIX UMMYHOTrnobynnHos (PGNMIG)
KpunornobynnHemunyeckunin rnomepynoHedput (MOHOKNOHaNbHAA KpnornobynnHemusa | Tuna)
MMMmyHOTaKTOMAHaA romepynonatua

PnbpnANApHbLIN rnomepynoHedpPUT (MOHOKNOHAbHbIN cybTUN)

C3 rnomepynoHepput
BonesHb nAoTHbLIX Aeno3ntos (DDD)

Kidney International (2019) 95, 281-295; https://doi.org/10.1016/j.kint.2018.11.008



Mayo Clinic/Renal Pathology Society Consensus Report on Pathologic Classification, Diagnosis, and Reporting of GN

Knaccudpukauma rnomepynoHedputos
y | | 4

MaToreHeTUYecKuUi TMn

MMMYHOKOMNAEKCHbIN
rnomepynoHe¢ppur

ManoMMMYyHHbI
rnomepynoHeppuT

AHTU-TBM
rnomepynoHepput

nomepynoHedput C
Aeno3ntamum
MOHOK/IOHaNbHbIX Ig

C3 rnomepynonartuma

IgA HedponaTtma, IgA BaCKy/INT, BONUYAHOYHbIN
HedpUT, omepynoHedpuT
aCCOUMMPOBAHHbIN C MHPEKUMAMMU,
dnbpUNNAPHBIN rNoMepPYIoOHEPPUT C
Aeno3MTamMn NOJIMKNOHANbHbIX |g

AHTM-MPO ANCA-accoummpoBaHHbIN
rnomepynoHedput, aHTn-PR3 ANCA-
accoumpoBaHHbI rnomepynoHedput, ANCA-
HEeraTMBHbIM romepynoHedpuT

AHTN-TBM rnomepynoHedput

BonesHb 0TN0XKEHMA MOHOK/IOHANbHbIX Ig,
nponndepaTUBHbIN IIOMepynoHedpUT C
Aeno3uTamMmn MOHOKJ/IOHaNbHbIX Ig,
MMMYHOTAKTOMAHAA roMepynonaTms,
dMbpUNNapHLIA r1omepyaoHedpPUT ¢
Aeno3uTamn MOHOK/IOHa/bHbIX |g

C3 rnomepynoHedppuT, 601€3HbL NAOTHbIX
Aeno3unToB

Me3aHruanbHbIA, 3HAOKANUNIAPHbIN,
3KCyAaTUBHbIN, mMembpaHonponudepaTUBHbIiA,
HEKPOTU3UPYIOWMIN, NMOAYSIYHHbIN,
CKNeposupyrowmn, 6onee ogHoro npodpunsa

HekpoTusnpyowmi, NonyayHHbIN,
CKneposupyrowmn, nam 6onee ogHoro npodunsa

HeKpoTusnpyowmim, NonyiyHHbIN,
CKNEPO3UPYIOLWNIA, NN CMELIAHHbIN

Me3aHrmanbHbIN, SHAOKANUANAPHDLIN,
3KCyaaTUBHbLIN, membpaHonponudepaTUBHDbIN,
HEKPOTU3NPYIOLWNIA, MONYAYHHbIN,
CKneposupyrowmn, 6onee ogHoro npodpuns

Me3aHrManbHbIA, IHAOK2NUNNAPHDIN,
9KCyAaTUBHbIN, membpaHonpoandepaTUBHDbIN,
HEKPOTU3NPYIOLWMIN, NONY/TYHHbIN,
CKneposunpytowmii, bonee ogHoro npoduns

LLIkanbl nam Knaccbl

Okcdopackasa wkrana MEST
ana IgA Hepponatum

Knacc BonyaHo4yHoro
HedpuTa No Knaccudpukauum
ISN/RPS

®PoKaNbHbIA, NONYAYHHbIN,
CKNIepO3MpPYOLWMIA U
CMeLLaHHbIN Kiacchbl
(Berden/EUVAS)

J Am Soc Nephrol 27: 1278-1287, 2016. doi: 10.1681/ASN.2015060612



Standardized Classification and
Reporting of Glomerulonephritis
S. Sethi; F.C. Fervenza

NDT 2019; 34(2): 193-199
Npepnaraeman cxema oLeHKU
6uonrtartos

e YY”Y”\ ¥
A Primary diagnosis (with clinical modifier)

IgA nephropathy
Immune ! Lupus naphritis
complex -madiated GN
: ! Infection--related glomearulonephritis

Fibrillary glomerulonaphritis

PR3 -ANCA

| ANCA | ROSS
| associated GN L MPO-ANCA
| prositive

Arti-GBM GN |

PGNMID
T MDD

Monoclonal 1Ig-GN

C3CaM
~ O3 glomerulopathy "

Pattern of injury

| Mesénglai prollfefaﬂve. membranoprolifarative,

C endocapillary proliferative, crescentic/necrotizing,
l C exudative:, or sclerosing glomerulonephritis
|

Multiple patterns

C Score/class/grade

| .
Rt ISN/R(JS: !upus nephrl}ls: Qxford: |9A nephropathy [

D Additional findings

I . Acule tubular Nnecrosis, acute interstitial nephritis,
- TMA, atheroembollc disease

— O — L ——— - ——— W U — g -

E Ancillary studies

L_ f Pronase antigen retrieval, 1gG subtgpe DNAJBS
'1 Jascr dissection and mass speciromotiy

ot o e et e

FF Chronicity grading

- i Minimal (total renel‘ chronicity score O—1/10) ]

| Mlld (tota| renal chronlclty score 2—Aa/1 O) ]

| Moderate (total renal chronlcity score 5—7/1 O) j

 Severe (total renal chronicity score = 8/10) )'

L R e Dourcs: Mephrol Diml Tranepiant @ 2016

ford Lniversity Frass




Mpumep 1 Mpumep 5

OCHOBHOM AMarHo3: UMMYHOKOMMJIEKCHbIA HedpPUT, accouMMpoBaHHbIN ¢ renatutom C (OCHOBHOM AMarHo3: aHTu-Fr6M MH (aHTuTena k FlEM No KAMHUYECKMM AaHHbIM)
(NoO KNMHMYECKUM AAHHbIM) Mpodunb NOBPEXAEHUA: HEKPOTUSNRYIOLNIA U NONYAYHHbIN TH

Mpodunb nospexxkaeHmna: MMNIH (lononHWUTEIbHbIE Hax0AKWU: BbipaxkeHHbIN OKH

JlONONHUTENbHbIE HAXOAKN: MMMYHHbIE MUKPOTPOMBbI C TIOMEPYAAPHbIX Kanuanapax, | XpoHW3auma: nerkas (oueHKa no wkane xpoHmsauum 3/10)

BEPOATHO 06CyN0BNEHHbIE KpuornobynnHemmen Il Tuna

XpoHu3auma: ymepeHHan (oueHKa no WwkKane xpoHmsaumm 6/10) W

Mpumep 2 Mpumep 6

OcHoBHOM AMarHo3s: IgA HedponaTtua {OcHoBHOW gmarHo3s: npoandepatmsHbiv N'H ¢ aeno3ntamm MoHOK/IOHaNbHbIX IgG kappa
Mpodunb NoBpeKAEHUA: Me3aHrMonpoandepaTUBHbIA U CKNeposumpyowmn M (PGNMID)

LLikana oueHkn: M1, EO, S1, T1, CO no Okcodopackoi Knaccudurkaumnm Mpodunb noBpexkaeHua: MMNrH

LononHvtenbHble Haxoaku: 1IgG3 cybknacc
XpoHu3auma: ymepeHHan (oLeHKa Mo WKane xpoHusaumm 7/10)

Mpumep 3 Mpumep 7

OCHOBHOW AnarHos: pubpunnapHbii NH OCHOBHOW guarHos: KpuornobynnHemudeckuia T’H, Tun |, ¢ MOHOKNIOHaNbHbIMKU

Mpodunnb noBpexaeHUA: Me3aHrMonponmdepaTUBHbINA N CKaeposupyrowmii M Aeno3sutamu IgM kappa (MakpornobynmHemusa BanbgeHctpema Nno KAMHUYECKUM AaHHbIM)
JononHNTEeNbHbIE HAaXOAKWU: MONOXKMTENbHAA OKpacka Ha DNAJB9 , HeratuBHadA okpacka Mpodwunb noBpexaeHmna: MIrH

KoHro-kpacHbim :,ﬂ,OI'IOI'IHMTeJ'IbeIe HaxoaKN: UMMYHHbIE MUKPOTPOMObI B TNOMEPYAAPHbIX KanuAnapax u
XpoHU3aumA: ymepeHHan (OLEeHKa Mo WKane xpoHusaumm 6/10) apTepuonax

XpoHu3auma: nerkan (oueHkKa no wkane xpoHusaumm 4/10)

Mpumep 4 [Mpumep 8

OcHoBHOM aMarHo3: ANCA-accouumpoBaHHbIn MH (aHTUTENa K PR3 Mo KAMHUYECKUM OcHoBHOWM guarHo3: C3 MH (accounnpoBaHHbIi C MOHOKJIOHA/IbHOM rammanartuei
JaHHbIM) lnoyeuHoro aHauyeHus)

Mpodunab NoBpeKAEHUA: HEKPOTUSUPYIOLLNIA U NOAYAYHHBIK TH Mpodune nospexkgenna: VINrH

Knacc: ouaroBbii JononHutenbHble Haxoaku: C4d - HeraTMBHO, MeTOAMKa C MPOHa30M He BblfBMAA
JononHutTenbHble HaxXO4KMW: BbipaXkeHHbIN OKH 3aMaCKUPOBAHHLIX A4eno3unTosB Ig

XpoHU3aumA: nerkan (oueHKa no wkane xpoHmsaumum 3/10) ‘Xp0HM3aLI,MF|: yMepeHHas (oueHKa no wkKane XxpoHusaunn 7/10)

S. Sethi; F.C. Fervenza. NDT 2019; 34(2): 193-199



85 maruenToB ¢ MIII'H, Bo3pact 29.5 [15; 73] ner

= — — [ -
MMMyHOTrN06YNINHBI +/- KOMNAeMEeHT

AyToMMmMmyHHble 3aboneBaHus 18 28.5 CuctemHan KpacHaA BOJIYaHKa 17
PeBMaTOMAHbIN apTPUT 1

MHdeKumnoHHble 3aboneBaHunn 24 38 fenatut C c KpuornobynnHemumen 11
lenatut C 6e3 KpuornobynnHemmm 3
fenatut B c KpuornobyanHemmemn 1
lenatut C 6e3 KpuornobynnHemmm 2
XpoHunyeckasa BIb-uHpekums ¢ 1
KpnornobynmeHmmen
MocTUHGEKLUMNOHHbIN 6
rnomepynoHepput

NumdonponndepatusHbie 9 14.2 He-xoaXXKMHCKasa anmeoma 5

3aboneBaHMA U MOHOK/IOHaNbHbIE MakpornobyameHmua 2

rammanaTtmm NOYe4YHOro 3Ha4YeHwus BanbaeHcTpema c
KpnornobynmHemmen
MTITi3 2

TonbKo KomnaemeHT

C-3 rnomepynonartua 8 12.6 Bone3Hb NAOTHLIX AEN03UTOB 1

C3 rnomepynoHedpput 7
Het geno3suros
TpomboTHueckue 4 6.3 fMepsnyHbIN ADC 3
MUKpPOAHrMonaTum BropuuHbin ADC 1

E.B. 3axaposa, E.C. Ctonapesny. WCN 2017, MexukKo. 24 anpenda 2017, nocTepHbIn A0OKAAL,




C3 rnomepynonatum
1 18 nauymeHToB B Bo3pacTe ot 18 ao 67 net (2003-2018rr) ¢ mopdonornyeckn sepnduumpoBaHHOM
aeno3numen C3 B NOYEYHOW TKaHU
1 BonbHble cMCTEMHOM KPacHO BONYaHKOW, KPNOTNOBYIMHEMUYECKUM BaCKYANTOM, M NALUEHTbI, Y
KOTOpPbIX Npeobnaaanu Aeno3uTbl NOAUKAOHANbHbIX |g Pa3NMYHbIX KNaccoB, OblN UCKAKOUYEHDI U3
NccneaoBaHUA
1 MomMmo AaHHbIX CBETOBON MUKPOCKOMNUUN, UMMYHODIHOOPECLLEHTHOrO, U, B 2 C/Ty4asX, 3/IEKTPOHHO-
MUKPOCKOMNYECKOro UCCAeN0BaHUA, aHaIM3NPOBaAIN CleayolmMe napameTpbl:
* non
e BO3pacT Aebiora 3abonesaHUs
* A/INTENBHOCTb TeYEHUA A0 BbINOAHEHUA Heppobmoncum
*  KJIMHUYECKME MPOABAEHUA U accolUmalmm
* NpoBOAMMASA Tepanus
*  A/INTENbHOCTb HabnaeHun
*  JAMHAMMKKE KNIMHUYECKUX NPOABIEHUN

E.B. 3axapoBa u coasT. Hepponorma n Auanns 2019 T 21 Ne 4 ctp. 474-475



MapameTtp AnntenbHoOCTb, MeguaHa N %

Mon M/X 11/7 61/39
Bo3pacr aebiora (ner) 20 [5; 65]

OnntenbHoCTb 3a6oneBaHuna Ao 6uoncuu (mec) 42 [2; 228]

KnnHuueckume nposasneHus

. HedpoTtuueckuin cuHgpom 9 50
o Mukporematypus 14 78
o ApTepuanbHasa runepTeH3unA 13 72
° HapyweHue PpyHKLMM NnoUeK 7 39
CHuxkeHue ypoBHA C3 B CbIBOPOTKE KPOBU 11 61
CeeToonTuuyeckuii npopunb

. Memb6paHonponudepaTuBHbIii 9 50
° MesaHrnonponandepatmsHblii 4 22
° OuaroBblii npoandepaTuBHbI U CKAEPO3UPYIOLLMUIA 3 17
° Onddy3Hbli nponndepaTUBHbIN 2 11
Adeno3untbl

° Tonbko C3 6 33
. Mpeobnapanue C3 12 67
KnuHunueckue accounaumm

° NocTHdeKunoHHbIN rnomepynoHedpur 7 39
o MoOHOKNOHaNbHaA rammanaTus 2 11
Tepanus

° MmmyHocynpeccua 9 50
° Xumunortepanusa 2 11
° HedponpoTtekuus 7 39
OnutenbHocTb HabnogeHua nocne 6uoncun (mec) 46 [1; 300]

[DanbHeliwee TeueHue

° Crabunusauyua/ynyuwieHume 17 95
° MporpeccuposaHue 1 5

E.B. 3axapoBa n coaBT. Hepponorua n Ananns 2019 T 21 No 4 ctp. 474-475




L OGHapykeHO BHOE MPpeodiaaHie MOJIOIBIX MAIMEHTOB MYXKCKOTO TT0J1a, Tak B 14 (78%) cioydasx
BO3pacT jacoOroTa 3a00sieBanus OplT <30 51eT, a B 5 (28%) cayyasx ne0r0T mpuiilescs Ha IETCKUM 1
IIOJIPOCTKOBBIN BO3PACT

1 Bonee yem y 3/4 60nbHBLIX UMENacb rematypus, bonee yem y 2/3 — aptepuanbHas runepTeHsns, B
NONIOBUHE CNy4YaeB BbIABAANCA HEPPOTUHECKMN CMHAPOM, boiee YeM Yy TPETU - HapyLleHne GyHKUUK
no4vekx

O B 60% cnyyaeB 6bi1o 06Hapy»KeHo cHMKeHue C3 B CbIBOPOTKE KPOBU

1 Y nonoBmHbI 60AbHbBIX NPY CBETOBON MUKPOCKONUM BbiaBneH MIIH, B ocTaibHbIX cayyasax
obHapy*KeHbl me3aHrnonpoandepaTmBHbIN U 04aroBbin AN ANdOY3HbIM NPOANPEepPaTUBHDBIN
npodunnm

O B Tpetn cnyyaes npu ummyHod00peCcLEeHUMN BbIABAAANCD TO/IbKO Aeno3uTbl C3, y 0CTa/ibHbIX
60/1bHbIX MHTEHCUBHOCTb cBeveHma C3 npeobnagana Hag MHTEHCMBHOCTHIO CBEYEHMA |g

Y 7 monoapix naumeHToB 3aboneBaHne maHudectmposano B suae MNUIMH, ay 2 6onbHbIX cTapLue 50
net 6bina gnarHoctmposaHa MITI3

U UmmyHocynpeccuBHyo Tepanuio nonydann 9 6oabHbIX. Jlvlib y 1 naumMeHTa npu ganbHenwem
HabAloAEHMM OTMEeYEHO measieHHoe nporpeccupoBaHme XbI, y ocTanbHbIX 601bHBIX PYHKLUA NOYEK
OCTaBanacb CTabu/ibHO COXPAaHHOW WKW BOCCTAHOBWIACh

1 O6oum naumenTtam ¢ MIM3 npoBoauaack xummoTtepanus — ¢ 3dpekTom

E.B. 3axapoBa u coasT. Hepponormna n Quanns 2019 T 21 Ne 4 ctp. 474-475



BonbHOU C, 76 net

AHamHe3: 3a rog Ao rocnuTann3auum nocae ykyca Kneua gmarHoctupoBaHa 6one3Hb Jlanma. C 3Toro BpemeHu cTan
TepATb B BECe, NoABWUIACh C1aboCTb. BbiABAEH NeiKkoumTos Ao 22 Tbic/MKA ¢ iumooumTozom Ao 60-70%, ymepeHHasn
aHeMus, aHa/In3bi MOYM - 6e3 naTonorumn. lnarHocTMpPOBaH XpPoHMYeckuii nnmeoneinkos, XT He npoBoauaachk. 3a mecsy,
[0 rocnutannsaunu - nosbiwerune AL Ao 150/90 mm PT.CT., OTEKM HUMKHUX KOHEYHOCTEMN.

Mpu obcnepgosarHuun: He 94 r/n, 1 18,1 Tbic/MKA, AumdounTtbl 62%, obwmin 6enok 51 r/n, KpeaTuHUH 124 mKmonb/n,
MoueBMHa 9,1, xonectepmnH 6,9 mmonb/n, npotenHypms 2,6 r/a, aputpoumntbl 30-35 B n/3peHus

buoncua noykum:

CeeToBas MMKpocKkonua: B npenapate 17 Knyb6o4ykoB. Knybouku yBennyeHbl B paamepax, MMEKT A0/1b4aTylo CTPYKTYPY 3a
CYET Me3aHIMaIbHOW M 3HAOKANUNNAPHON npoandepaLmn ¢ 3a4ePHKKOMN BONbLWOro Yncna NIMMPOLUNTOB C MPUMECHIO
HEUTPOPUIOB B NPOCBETE KAaNUANAPHbIX NeTenb. OTaenbHble KanUANAPHbIE NETIN YTOJLEHbI, OTMEYaloTCA eAUHUYHbIE
OBOMHbIE KOHTYpPbI. Hebonbwon anddy3Hbi cknepos nHTepcTuuma, peakas anddysHaa nHPUAbTpaLma
MOHOHYKNeapHbIMWU KneTKkamu 6e3 asnerui Tybynuta. Aptepun — HebonbLOoM apTepnoCcKkaepo3. ApTepmnonbl He
N3MEHEHDI

NmmyHopntoopecueHLmA:

Ig G - nepudepura KanUANAPHbLIX NeTeb U Me3aHTUM ++

Ig A- HeT

lg M — nepudepma KanuANApHbLIX NETE/Ib N MEe3aHTnn +++

C3 TOKe,ut0 IgG.

PUbPUH — NHTEPCTULUNIA ++

Kanna — Her.

Nambpa — 10 ke ,ut0 Ig G .

3aKnoueHue: KapTMHa membpaHonponudepaTtuBHoro rnomepynoHedpura.

HmmyHOXMMMYeckoe uccnegoBaHue CbiIBOPOTKU KPOBU U MOUYXU: MOHOKNOHA/IbHAA CEKpeLua He BbIABNEHA,
KpuornobynuHol — oTp.

MmmyHodeHOTMNMPOBaHMe nnmdpouuToB Nnepudepudeckoim KPoBM: MOHOK/IOHaNAbHaA npoaudepayua B-numepouurtos
¢ peHotunom C9A+, CD23-, CD20+, CD38-, FMC7-, 4TO COOTBETCTBYET /IeMKeMunsauum 1IMM¢pomMbl U3 KNeTOK MaHTUUHOMN
30HbI

LiuToreHeTuueckoe nccneaoBaHmMe KOCTHOroO Mmo3ra U nepudepudeckoi Kposu: B 52% agep BbisBneHa Tpucomus
Xpomocombl 12, B 14% peneumnn 13q14, xapaKTepHble Ana XpOHUYECKoro B-knetouHoro ammeoneitkosa




bonbHas K., 63 ner

AHamHe3: MArkas apTepuanbHan rMnepTeH3ns MHOro NeT. 3a rog, 4o rocnutanmsauuun, nocne OPBU - oteku, MY go 3 r/n,
3p — BCe N/3p, ymepeHHasa rmnonpoTenHemMus, modesmHa 8,8 mMmonb/n, nosbiweHne yposHa JIAT, He 113 r/n. B TeyeHue
roga notepana B Bece 16 Kr. 3a 2 mecAua A0 rocnutanmsauumn nosbiweHune T ao 39,C, Kawenb. MY 6 r/n, KpeaTUHUH
KpoBu 179 mKmoab/Aa

Mpu o6cnegoBanum: He 99 r/n, N1 5,4 x10*9, Tp 450-203 Tbic/MmKkn, CO3 120 mm/uy, 0.6enok 56,4 r/n, moyeBmHa 8,0
mmonb/n , 1A 551Ea/A, CPB 1,6 mr/n, cbiB. eneso 15 mkmoas/a. MY 2 r/n, N 22-25, 3p - ao 100 8 n/3p.
MMMYyHOXMMUYECKOE UCCeA0BaHME CbIBOPOTKM KPOBU U MOYN: cneaoBas aKCKpeuunsa 6enka beHc-[xoHca Kanna. KT:
nmmdoageHonatma cpegocteHuns, ammeoaaeHonaTns GPIOLWHOM NOAOCTH

buoncusa novku:

CseToBana MMKpocKonua: B npenapaTe 11 knyboykos. Knybouku yBennyeHbl B paamepax, 601bWNHCTBO U3 HUX MMeeT
AONbYATYHO CTPYKTYPY 33 CHET ME3aHIMaibHOM U 3HAOKANUAIAPHOM npoandepaymn c 3a4epKKoi AMmeoLnTos B
npocBeTe KanuAAapHbiX netens. CTeHKM KanuanapHbeix NeTeslb YTONALWEHbI, UMETCA OTAe/ibHble ABOWHbIE KOHTYpPbI
OT1eK uHTepcTMumna, popmupyrowmnca anpedysHo-o4aroBbli MHTEPCTULMANBHBIA pUbpo3. Andpdy3Ho-o4arosas,
AOCTAaTOYHO NNOTHAA MHPUABLTPALMA UHTEPCTUUMA AMMPOLUTAMKN C MPUMECBID HEUTPODUAOB. ApTepUN, apTepPUObI -
6e3 ocobeHHOCTEMN

NmmyHodAtoopecueHUns:

IgG - nepudepuna KanUNNAPHbIX NeTeb +++

IgA - cneppbl

IgM - HeT

Clg - 10 XKe uto IgG ++

C3 - 710 Ke, uTO IgG ++

Kanna —To e IgG +++

Nambaa — 10 e 1gG +++

bnbpuHoreH — Het

3aKnoueHue: KapTuHa membpaHonponaudepaTtMBHoro rnomepynoHedppura

TpenaHo6uMoncus KOCTHOro Mo3ra: BTOpyYHbIe U3SMEHeHUA

Yepes 5 net — BbiCbINaHUA HA KOXKe, yBesnueHue nepupepudecknx ammepoysnos. buoncua numooysna:
mopdonoruyeckas KaptTmHa AMMeombl, NPEUMYLLLECTBEHHO U3 MEeNKUX KneTokK; UIX: mopdonornyeckaa KaptuHa u
MMMYHOEHOTUN XapaKTepusyloT cybcTpat iIMmdpombl U3 KNeTOK MaHTUU, K1aCCUUECKUU BapUaHT, C HOAYNAPHO-
andoysHbim poctom. NMponundepartusHaa ppakuma 10%




bonbHaa H., 72 net

AHamHe3: Okono 10 net aptepunanbpHaa runepTeHsua. 3a 3 roga 40 rocnuTanmsaumm nepeHecna herpes zoster., 3a rog,
[0 rOCNUTANIN3aLUMM - OTEKU HUMKHUX KOHEYHOCTEM M BbICbINAHMA Ha KoXKe. 3a 3 mecaua A0 rocnuTanmsaumnm cyxom
Kawenb, cybpebpunutet. He 86 r/n, 0.6enoKk 54 r/n, KpeatmHuH 209 mkmons/n, MY o 3 r/n, Op Ao 40 B none 3peHuna. 3a
mecaL, go rocnutanmsaumm C3 B Hopme, C4 0,05r/n, chegosaa MOHOKAOHaAbHaA cekpeuus IgM-kanna,
Kpuornobynuxbl+++, PO 4 Hopmbl, HBSAg 1 HCV oTp.

Mpu obcneposannu: He 102 r a, J1 6Tcbl/MmKn, au, ao 30%, Tp 5921bic, CO3 Ao 60 MM Y. KpeaTUHUH 169 MKMonb/An,
0.6enoK 49 r/n, anbbymuH 24 r/n NpotennHypua ao 3,6 r/cyt, J1 30-40 B8 n/3p, dp Ao 100 B n/3p.

buoncua noukm:

CseTtoBasA mukpockonua: 10 knybouKoB, 3 U3 HUX MONHOCTbIO CKNEepPO3MpPOBaHbl. KnybouKkn yBennyeHbl B pasmepax,
MMEIOT AONbYATYH CTPYKTYPY 3a CYET BblPaXKEHHOW Me3aHrMaabHOW N 3HAOKanuAnapHou nponvdepaummn. CreHku
KanWANAPHbIX NeTe/b YTO/ILLEHbI, UMEIOTCA MHOFOYMC/IEHHbIE ABONHbIE KOHTYPbl U MHTEPMNO3M3UA Me3aHruA. B 2
KNy604Kax BUAHbI KPYMHbIE MHTPANIOMUHANbHbBIE AENO3UTbI NO TUMY «TMANIMHOBbLIX TPOMbBOBY». B ogHOM Knybouke
onpegenaetca Hebonbwoe PnbpPo3Ho-KNeTouHoe noaynyHue. OTeK nHTepcTMuma, anddysHasa peakaa MHOUALTPAUUA
NHTEPCTULUMNA AumbountTammn. Aptepuronbl — 6e3 ocobeHHoCTeN.

NmmyHodnoopecueHLmA:

IgG - nepudepuna KanuANApHbIX NETEAb U ME3AHIUM ++

IgA - HeT

IgM - nepudepma KanuanApHbIX NeTeNb U Me3aHrnn +++

C3 - 1o ke, uTO IgM +++

Kappa - 10 ke, yto IgM+++

Lambda T0 ke, uto IgM+++

Clg —Het

3akntoueHue: KaptuHa membpaHonponaudepaTtMsHOro rnomepynoHedpura ¢ KpynHbiMmu cybaHaoTennanbHbimm
Aenosutamu. KommeHtapumn: flaHHaa mopdonormyeckas KapTMHa XapaKTepHa aaa KpuornobynnHemumyeckoro
Hedputa

TpenaHobuoncma KOCTHOro mosra: mopdonormyeckas KapTMHa U UMMYHOGEHOTUN COOTBETCTBYIOT Hauya/ibHbIM

npoasaeHnAM nopaxKeHna KOCTHOro mo3ra npu B—KnetouHoM 11MM¢OME/MaKpOI'J106ynMHEMMM BanbgeHcTpema




bonbHaa M, 67 net

AHamHe3: s3BeHHaA 6onesHb XKenyaka, apTepuanbHas rmnepTeHsua. 3a rog A0 rocnnTaan3aumm — BbICbINAaHMUA Ha KOXe,
nepuoanYeckn peumansmnposaslumne, cnaboctb, notepa Beca. BoiasneHa MY 0,3r/n

MNpwu obcnepgosannm: MY 0,7r/n, 3p 8-10 8 n/3p, OB 77r/n, anebymunbl 34r/n, M-rpagueHT B raMmma-30He, KpeaTUHUH
126mkmons/n, €3 0,61 r/n (0,9-1,8 r/n), C4 0,15 r/a (0,1-0,4 r/n), P® 141 Me/mn(ao 14 Me/mn), MOHOKNOHaNbHaA
cekpeuua Mk (3,6r/n), kpuornobynuHemusa

buoncua noyxku

CeeToBas MMKpockonua: 30 KNybo4KoB, 15 M3 KOTOPbIX NOJIHOCTBIO CKNEPO3UPOBaAHbI. B 4 U3 3Tnx KNnybouKkos
onpeaenatTca ¢pparmeHTbl PUOPO3HbIX NoNyAyHMIA. Elle B 4 KNybouKax onpeaensatoTca KPYnHble y4acTKK
CErMEeHTapHOro CK/IEPO03a KanUAMSPHbIX NeTenb, B TOM YAC/Ie MO TUMYy NOCTHEKPOTUYECKOTrO pybueBaHmA ¢
obpasoBaHMEM cermeHTapHbIX GUOPO3HbIX NOAYAYHUI B 3 U3 HUX. B ogHOM KNnybouke nmeeTca He6O0NbLLIOW Y4acTOK
3HAOKANUANAPHOWN Nponndepaumm n GopmMUPYIOLLETOCA CKIeP03a KanNuAMAPHbIX NeTe/lb C CONYTCTBYOLEN
3KCTPAKANUANAPHON peaKkuuen no Turny cermeHTapHoro pubposHo-KNeToYHOro nonynyHus. Octasumnecs Knybouku
06bIYHbIX PAa3MeEpPOB, CTEHKM KaNUANSPHbIX NeTeb He YTO/LWEHbI, OAHOKOHTYpHble. Anddy3Ho-ovarosbin dubpos
MHTEPCTUUMA U aTpoPUA KaHanbLEB, 3aHMMatOLWMX okono 30-40% naowagm napeHxmmsl. AnddpysHo-oyarosasn
nmmoornctounTapHaa MHOUABLTPALUA MHTEPCTULMA B 30HAX CKAepo3a. ApTepumn u aptepuonbl - 6e3 ocobeHHocTelM
NmmyHodaroopecueHUms.

IgG - HeraTnuBHO

IgA - HeraTMBHO

IgM - HeraTuBHO

C3 — me3aHrmii GoKanbHO ++

Clq - HeraTnMsHO

Kanna - HeratmBHoO

Jiambaa - HeraTMBHO

®nbpPUH - HEraTMBHO

3akauyeHue: GoKanbHbIA NPoandepaTUBHbIN U CKAEPO3UpPYIOLWMIA rnomepynoHedpput ¢ 27% NpenmyLl,ecTBeHHO
$unbpo3HbIX nonynyHuit u genosutamu C3

MmmyHopeHOTUNUPOBaHME KNETOK KOCTHOrO MO3ra: MOHOKAOHaNAbHaA nonynaauua B-numeouutos (okono 10%) c
¢deHotnom CD19k+CD5-CD23-CD20+CD43-CD38-CD200-CD10IgM+, uto cooTBeTCTBYeT B-kneTtouHoOMy
numéonponudepatusHomy 3aboneBaHuio (MakpornobynmHemua BanbaeHcrepma)




bonbHasa P, 35 nert

AHamHes: C 24 net nepuoamnyecku oteku. B 29 net npu obcnegosanum NY 0,9r/n, 3p Bce nona-25-30 8 n/3p,
KpeaTUHUH 66 MKMOb/N, HEOAHOKPATHO CKPMHUHT Ha CKB — Bce nokasaTtenu B Hopme. Mo MecTy utenbcrea
NMPOBOAUNMUCH «MYNbCbI» METUANPEAHU30/I0OHA, NPeAHU30/10H BHYTPb 50-10 Mr/cyTKK, «NynbCbl» UuMKnopocdhaHa
(cymmapHo 16000 mr), asatmonpuH 150 mr/cyTku, obuiaa AAnMTeNbHOCTb UMMYHOCYNPECCMBHOM Tepanun — 6 net
Mpu obcnepgosanuu: NY 0,7r/n, 3p 40-45 B n/3p, KpeaTUHUH 74mKkmonb/n, aHTuTena K AHK B Hopme, C3 1.37 r/n, C4
0.32 r/n, antTntena k Clq 2.5 ea/mn

buoncuAa noyku

CeeToBas MUKPOCKoNMUA: 16 KNyBOUYKOB, 2 U3 HUX MOJHOCTLIO CKEPO3MpPOoBaHbl. Knyboukn yBennyeHbl B pasmepax,

BbIFNAAAT TMNEPKAETOYHbIMM 33 CHET Me3aHrnanbHoM (a0 10-15 KNeToK Ha 30HY Me3aHIMA) U CermeHTapHOM
3HOOKAaNUANAPHOM nponndepaumm. Yactb KNyOOUHKOB MMEET N0OYNAPHYIO CTPYKTYPY 33 CYET BbliPaXKEHHOTO
paclMpeHns me3aHrua (B ogHOM KnyboyKe no TMny HOAYNAPHOTO IMOMepPYN0oCKAepo3a). KanunnapHble netam
HepPaBHOMEPHO YTO/LLEHDbI, UMEOTCA eANHNYHbIE ABOMHbIE KOHTYPbl. CUHEeXmMK ¢ Kancynoi boymeHa. HebonbLoi
0o4aroBbIt pUbPO3 NHTEPCTULMA U aTpOoPUA KaHanbLeB. Oyarosana nMMmborucTmoumTapHana MHGUAbTpauma. Aptepum —
HeT B NpenapaTte. ApTePUONbl — MHCYAATUBHbIE U3MEHEHMUS.

NmmyHOodaOopecLeHums:

IgG — me3aHrnii n nepudepus KanuUANApHbIX NeTenb ++

IgM — HeT

IgA - HeT

C3 — 10 Xe, uT0 1gG +++

Clg — 70 ke, uT0 1gG ++

®ubpunH — Het

Kanna — 10 e, ut0 lgG +

Nambaa — 10 e, 4to IgG +++

3akntoueHue: KaptmHa membpaHonpoandepatmBHOro (MMMyHOKOMMNIEKCHOTO) riomepynoHedpuTa.
KommeHTapuu: YuntbiBaa gaHHble MUMMyHOdOOpecLeHLUM Heobxoamumo ncknuutb CKB, natonoruio cuctemol
KomnnemeHTa (C3-HedponaTtuio), a TaKKe rnomepynoHedppuUT, acCOLMMPOBAHHbBIN C UHPEKLMEN




Nckntoumntb MATH

> 50 net - ICKNKYNTb rammanaTmio

M3 femobnacrtos

BoamoxxkHO XT XT

C3, C4, CH50, FB, FH, C5b-9, C3 Nef, C5 Nef,
aHTU-FH a/T1, aHTK-C3b a/T, cekBeHnpoBaHMe
CFH, CFI, C3, FB kogunpyrowmx reHoB

He Bce cnyyan C3 T'H v MINTH tpebytoT
arpeccuBHOrO fe4eHuns

MY <1-1,5r/c, ctabunbHblt KpeaTUHUH: MAMD/BPA

MY >3r/c uan HC nan nporpeccupyroliee
yxyaweHue pyHKUMM noyek, pnbpos <30%:

1 anHna MM®+KC

KHU/mTOR

2 nnHnA aHTK C5 n gpyraa aHTU-KOMMNJIeMeHTHasnA
Tepanua (nccnegoBaHmsA)

Clinical management of a patient with C3G or Ig-MPGN

, ;G - - NcKnounTb
AYyTOMMMYHHbIE
3abonesaHua (CKB,
KpnornobynmHemuto, c-m
LWerpeHa, C3CT)
Nudekumn (renatut C,
BUY, sHpooKapaur,
XpOHMYeckue abcuecchl)
LUnppo3 neyeHu

Y CepnoBMAHO-KIETOYHYIO

Consider chemotherapy on a case-by-case basis
adHEMUIKO

[+]

Rule cut post-infectious GN | g

Rule out MG~ <= Age > 30 yr <—J [infections (HCV, HIV,

{ - AID (SLE, cryoglobulinemia,
|
'
|
+ ‘ | | endocardils, chronic
]
\
'
'
i
'
]
H
|

MCTD, Sjégren syndrome}

| abscess)
— [Rue out]

Possible MGRS.  Overt hemopathy

l Chemotherapy

Ewvidence linking MG to CAP dysregutation Is limited
Some data suggest a benefit of chemotherapy

| Liver cirrhosis

Sickle cell anemia

Check for
exirarenal Sins:
> eye (dnsen), <
acipose tissue
{C3G)

4 v

[ “— Complement workup

Normal complament assays do not rule out clinically and pathologically active
disease. Clinical relevance of autoantibodies targeting the complement systems not
provan. No biomarker to date accurately predicts evolution or response to traatment.
Complement gene variants are detected m <20% cases {not al pathogenic)

C3, C4, CHED, FB, FH, FI, solutle C50-9, C3 Nef,
C5 Nel, anti-FH Ab, anti-FB Ab, anti-C3b Ab
Sequencing of CFH, CFI, C3, FB coding genes

2]

Consider repeat kidney biopsy
""" » | (scoring of inflammatory and fibrotic changes)

A

In case of subacute or acute deterioration of SCr and/or Puria

Pathological findings (along with SCr and Purig) are probably to date the best predictors of
outcome and response to treatment

1 1
L4 | Not all C3G and Ig-MPGN require aggressive treatment

!
Monitor for acute deterioration ..........!

Puria <1-1.5 g/d and stable
uri g/d ar SCr (CAG/infections)

................ » ACEVARB

Patiants with heavy proteinuria (>3 g/d) or nephrotic syndrome or acutely or prograssively
detenorating renal function and with fmited {<30%) renal fibrosis

+ Avallable data generated in retrospective studies (imited number of patients)
- I Immunomodulatory Some studhes did not take into account SCr kinetics and/or pathological features
iy troatment I the anatysis of treatment iImpact

!

< 180 line -9 MMF+Cs*{C3GDy ... Duration: 12-18 mo

extonsion 1g-MPGN) > Risk of relapse after discontinuation

Kidney International
2020 98:1135-1148

Current therapies target mainly the
inflammatory component of C3G and Ig-MPGN It SCr mildly increased
CNUMTORI  seoceess »  Mainly antiproteinunc effect?

l No available data

) Anti-C5 or other
2nd line - antl-compiement
therapy (trials)

Consider patient's inclusion in prospective
trials with complement modulators

Potential benalt of anti-CS therapy in cresoentic.
rapicly progressive C3G {short treatmem?)



3aKnloyeHue:

U Tepmnn membpaHonponndepaTUBHbIN romepynoHedpUT XapakTepmsyeT CBETOONTUYECKNI Npodunb
noBpeXKAEeHUA, KOTOPbIN HabawgaeTca NP MMMYHOKOMNNJIEKCHbIX 3aboneBaHuAx (C genosmymen Kak
NONIMK/NIOHANbHbIX, TaK U MOHOKNOHA/IbHbIX UMMYHOFN06YNMHOB), NPM NATONIOTMN KOMMNEMEHTA, U NPU
TPOMOOTUYECKMX MUKPOAHTMONATUAX

O MmmyHOKOoMNNeKcHble rnomepynoHedpuTbl — 6onbluas pasHopoaHasA Mo naToreHe3y rpynna
MOMePYNoHePPUTOB, XapaKTEPHAS ANA ayTOMMMYHHbIX U MHPEKUMOHHbIX 3ab0neBaHMN U NapanpoTenHemnii (B
pamKax nmmeonponndpepaTnBHbIX 3a60/1€BAHUN U MOHOK/IOHA/IbHbIX FraMManaTUiM NOYEYHOTo 3HaYEeHUA)

U Mpwu cBeToonTMueckom nccnegosaHmmn MKMH moryT xapaktepmsosaTtbcs Kak npodunnem MIMTH, Tak u gpyrumm
npodpunnamu noBpexaeHns

O C3 rnomepynonatnu — rpynna 3abonesaHni, acCOLMMPOBAHHbIX C AedpeKTamMu PerynaTopHbix 6enKos,

VIHI'VI6VITOpOB NN aKTUBATOPOB, a/IbTEPHATUBHOIO MYyTU KOMTIIJIEMEHTA

0 311 pedeKkTbl MoryT 6bITb aCCOLMUPOBAHbI C TEHETUYECKMMU MYTaLUUAMU UK C HAIMYUEM aHTUTEN K
KOMMOHEHTAM aNbTEPHATUBHOIO NMYTW aKTUBALMM KOMMIEMEHTA, MPUYEM MOHOK/IOHANbHble BENKU MOoryT
BbICTYNaTb B KaYyecTBe MUHU-aHTUTEN

O Mpwu cBeToonTnueckom nccnenosanmm C3 M moryT xapaktepmnsosaTtbesi Kak npodunem MIMTH, Tak n apyrumm
npodUNaIMU NOBPEKAEHNA

O MMMH uckNiounMTENBHO PEAKO MOMKET PAaCCMAaTPMBATbCA Kak «MAMONAaTUYECKOe» COCTOAHME, INArHo3,
OCHOBAHHbIN TO/IbKO Ha CBETOONTUYECKOM Npoduie HegonyCcTum

U dopmumpyrowiasca coBpemeHHas KnaccuduKkaums rmomepynoHedpmuTos nogpasymeBaeT NaToreHeTUYecKnin
noaxon, Npu KOTOPOM FMCTONOrMYecKne AaHHble — JINLWb YacCTb AMArHOCTUYECKOro KOMIM/IeKca



