JBONIOUUA
npeacrasneHmnun o C3
rnomepynoHedppure

XXI MexxayHapoaHana WKoONa-ceMnHap no Hedponorum
CaHKT-lMeTepbypr

29 mana 2022
E.B. 3axapoBa

BboTkuMHCKanA

BonbHMUa
Mockea 1910




» Presse Med. 1963 Nov 20:71:2351-4.

[DENSE DEPOSITS WITHIN THE BASAL MEMBRANES
OF THE KIDNEY. OPTICAL AND ELECTRON

MICROSCOPIC STUDY]

[Article in French]

J BERGER, P GALLE
[NepBoe onucaHue momepynoHedpuTa c

MNJOTHbIMMU MHTpaMEM6paHO3HbIMM AEeNO3nNTamu

PRID: 7405961754




10.

11.

12.

13.

14.

Hamburger J. « Richet G. « Crosnier J. « Antoine B. « Ducrot H. « Funck-Brentano J.L. « Mery J.P. « de Montera H.

Néphrologie. Flammarion, Paris1966: 922-923

Google Scholar

Bariety J. « Druet P. « Loirat P. « LaGrue G.

Les glomérulo-néphrites parietoproliferatives : Etude histopathologique en microscopie optique, électronique

et en immunohistochimie de 49 cas: Corrélations anatomo-cliniques.

Pathol Biol. 1970; 19 (Paris): 259-283

Google Scholar

BERGER J, YANEVA H, HINGLAIS N: Immuno-histochemistry of glomerulonephritis, in Adv
by HAMBURGER J, CROSNIER J, MAXWELL MH, Chicago, Year Book Medical Publishers

Google Scholar

Morel-Maroger L. « Leathem A. = Richet G.
Glomerular abnormalities in non systemic disease.
Am J Med. 1972; 53: 170-184

Scopus (111) « PubMed « Abstract « Full Text PDF « Google Scholar

Mathew J.H. « Kincaid-Smith P.
Membrano-proliferative glomerulonephritis (M.P.G.N.) with dense deposits in baseme
Abs of the Am Soc Nephrol. Washington, D.C. 1971: 51

15.

16.

17.

18.

19.

Burkholder P.M. « Marchand A. = Krueger R.P.
Mixed membranous and proliferative glomerulonephritis.
Lab Invest. 1970; 23: 459-479

PubMed « Google Scholar

Churg J. » Grishman E.
Ultrastructure of immune deposits in renal glomeruli.
Ann Intern Med. 1972; 76: 479-486

Scopus (59) « PubMed « Crossref « Google Scholar

McDonald M.K.

Dense deposit disease: A subgroup of membranoproliferative glomerulonephritis identified by electron
microscopy.

Glomerulonephritis. edited by Kincaid-Smith P, Mathew TH, Becker EL. John Wiley & Sons, New York1973: 515

Google Scholar

Burkholder P.M. « Hyman L.R. « Kreuger R.P.
Characterization of mixed membranous and proliferative glomerulonephritis.
Glomerulonephritis. edited by Kincaid-Smith P, Mathew TH, Becker EL. John Wiley & Sons, New York1973: 557-589

Google Scholar

Cameron J.S. «Ogg C.S. « Turner D.R. « Weller R.O. « White R.H.R. « Glasgow E.F. « Peters D.K. « Martin A.
Mesangio-capillary glomerulonephritis and persistent hypocomple-mentemia.
Glomerulonephritis. edited by Kincaid-Smith P, Mathew TH, Becker EL. John Wiley & Sons, New York1973: 541-556




Kidney International, Vol, 7 (1973}, p. 204-215

Dense deposit disease: A variant of membranoproliferative
glomerulonephritis

RENEE HABIB, MARIE-CLAIRE GUBLER, CHANTAL LoirRAT, H. BEN MAiz and
MICHELINE LEvVY

Unité de Recherche sur les Maladies du Métabolisme chez I’ Enfant, (INSERM)—Hopital Necker— Enfants Malades, Paris,
France

MIIH ¢ n1oTHbIMM MHTPamembpaHo3HbiMmK aeno3mntamm (MPGN with DIMD)
npeacTaBiseT rOMOreHHY rpynny COCTOAHMMN, XapPaKTePU3YIIOLLMXCA CHUMXKEHUEM
C3 B cbiBOpPOTKE U npeobnagaHmem aeno3ntos C3 B KAYOOUYKax, YTO
npeanonaraer akTUBaLMIO aNbTEPHATUBHOIO NYTU KOMNJEMEHTA
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Membranoproliferative glomerulonephritis.
Localization of early components of complement in

glomerular deposits

PMID: 133617 PMCID: PMC2032448

Free PMC article

Abstract

MImeloTca 0Ka3aTeNbCcTBa, YTO NpuU
MmembpaHonpondepaTMBHOM IOMepy/oHePpPUTE NPONCXOANT
aKTUMBaALMA a/IbTEPHATUBHOIO NYTU KOMNJAEMEHTA.
CnepnoBaTe/ibHO, HE NPUXOANTCA OXMAaTb AeNO3ULUN B
KNybo4YKax paHHUX KOMMNOHEHTOB KOMM/IEMEHTA




HEPTINSTALL'S C 70-x rogoB Ha OCHOBAHWUW 3/IEKTPOHHO-
MWKPOCKonnyecknx npusHakos MIMH TpagnMyumMoHHO

PATHUI_UGY Knaccmd)mu,mposanm Ha TPU TUMNA.
OF THE

71N [ “\/ * MMMH I Tuna (MMIMH 1) nan nepsnYHbIN
|- [ - " E | (nanonaTuyeckunin) c cybaHaoTenanbHbIMM

SIATH EDITION Aeno3ntamm
F &> . MMOTMH Il Tuna (MATH 1) ¢ nhoTHbIMM
MHTPaMeMbpaHO3HbIMU Aeno3nTamum (6one3Hb NNOTHbIX

LB neno3nTos)
3 G Set naaly  MMTMH I Tvna (MMOTH [11) nan BTOpUYHBIN C
U SIS o it cybanuTennanbHbIMn 1 cybaHA0TENNANbHBIMU
Aeno3uTamm

Jenette, J. C., et al. "Heptinstall's pathology of the kidney 6th ed." (2007): 533-4.



Disease of the Month

Membranoproliferative Glomerulonephritis Type II (Dense
Deposit Disease): An Update

Gerald B. Appel,* H. Terence Cook," Gregory Hageman,? . Charles Jennette,’
Michael Kashgarim1,|' Michael Kirschfink,® John D. Lambris,” Llyrme Lanning,**
Hans U. Lutz, ™ Seppo Meri,* Noel R. Rose,™ David ]. Salant, I Sanjeev Sethi, 11
Richard J.H. Smith,™ William Smoyer,** Hope F. 'l'ull}-',rr1 Sean P. Tu]lj,',wr
Patrick Walker, 1 Michael Welsh, 555 Reinhard Wiirzner,!l! and Peter F. Eipfelqﬂ
 MMMH Il Tuna (DDD) xapaKTepmn3yeTca OTN0XKeHUeM
dHOMAJ/IbHOIO 3/TIEKTPOHHO-N/ZIOTHOIO MaTtepuasia BHYTpPU
rnomepynapHomn 6a3anbHOM membpaHbl
(J BonblWMHCTBO NauMeHToB — AeTn B Bo3pacTte 5-15 ner
[aTodusmnonornyeckas ocHosa MIIH Il TMna cBsA3aHa ¢
HEKOHTDOJ’IleVeN\Oﬁ aKTMBaLLMEVI dJ/IbTEPHATUBHOIO NYTU
KOMMJIeEMEeHTAd
D B 60f|bLL|VIHCTBe cnydaeB HapyweHune perynaumnmn
BbIi3BaHO C3 Hed)leTVl‘-leCKVlN\ d)aKTODOM — dHTUTE/1aMU
npoTmB C3 KOHBEPTA3bl aJIbTEPHATUBHOIO MNMYTHU, HO Y

HEKOTOPbIX NALUMEHTOB BblABAEHbI MyTauun pakTopa H

l.ld.lJI'_'JIl.'hr (LR Y L'I.III'IIJJ.EIIIEHII. IEELI]HIIU]I. Iy CAdUsEL I'.‘J' L :Il‘."ll.'ll.l“.l‘. pdiLur, 4 d.LIJl.‘LId]I.l.ILFou' (TR REY ] d.Hﬂ].I'I'hI. LITE O UV E TS
of the AP, but in some patients, mutations in the factor H gene have been identified. For the latter patients, plasma
replacement therapy prevents renal failure, but for the majority of patients, there is no proven effective treatment. The disease
recurs in virtually all renal allografts, and a high percentage of these ultimately fail. The development of molecular diagnostic
tonols and new therapies directed at controlling the AP of the complement cascade either locally in the kidney or at the systemic
level may lead to effective treatments for MPGN IL

| Am Soc Nephrol 16: 1392-1404, 2005, doi: 10,1681 f ASN. 2005010078
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Dense deposit disease is not a membranoproliferative
glomerulonephritis

Patrick D Walker ™ Franco Ferrario, Kensuke Joh & Stephen M Bonsib

Modern Pathology 20, 605-616 (2007) | Cite this article
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OCHOBHbIM AMATHOCTUYECKMM NPU3HAKOM D601€3HUN NNOTHbIX
Aeno3nToB ABAAeTcA To, YTo 3To HE membpaHonpoandepaTuBHbIN

NpodUNb NOBPEXKAEHMA, @ SNTEKTPOHHO-NNOTHAA TpaHCopmaLmA
6a3asbHbIX MeMbpaH




ORIGINAL ARTICLE

Primary glomerulonephritis with isolated C3 deposits: a new
entity which shares common genetic risk factors with
haemolytic uraemic syndrome

Aude Servais, Véronique Frémeaux-Bacchi, Moglie Lequintrec, Rémi Salomon, Jacques Blouin,
Bertrand Knebelmann, Jean-Pierre Grinfeld, Philippe Lesavre, Laure-Héléne Noél, Fadi Fakhouri

J Med Genet 2007 44:193-199. doi: 10.1136/jmg.2006.045328

Introduction: Abnormal control of the complement alternative pathway (CAP) (factor H, factor | and
membrane cofactor protein (MCP) deficiencies) is a well established risk factor for the occurrence of

J OaHa 13 nepsbix Nyb6anKaumin, nocssleHHbIX C3 momepynoHedpputy: N'YC n C3
rnomepynoHedput 6e3 MIMMH nmerot obuwme reHeTnyeckme GakTopbl pUCKA. BporkaeHHas
nnn npmnobpeteHHaa aucperynauma anbTePHaTUBHOIO MyTU KOMMEMEHTa BEPOATHO
aCcCoUMMNPOBAHA C LUMPOKUM CMEKTPOM 3ab0neBaHnM

 Tepmun C3 rnomepynonatua Havan ucnonb3osatbea B 2011 roay




Review > Semin Nephrol. 2011 Jul;31(4):341-8. doi: 10.1016/).semnephrol.2011.06.005.

Membranoproliferative glomerulonephritis:
pathogenetic heterogeneity and proposal for a new
classification

thi 7. Fernando C Fervenza

L
ih

LA

anjeev

Affiliations + expand
PMID: 21839367 DOI: 10.1016/j.semnephrol.2011.06.005

O MMNTIH npeacrasnset coboit npodpunb NoBpexaeHun

O 37oT npodunb moxkeT GopMMPOBATLCA B PE3Y/IbTAaTE OT/IOKEHMA KOMMNIEMEHTA
cyb6aHA0TENMANBHO U B ME3aHTUM U ABNAETCA CNeACTBUEM AUCPEryNaumnm
aNbTePHATMBHOIO NYTU KOMMN/IEMEHTA (MPU FreHEeTUYECKUX MATYLUAX UK NPU
NOABNEHUM aHTUTEN K KOMIMJIEMEHT-PErYAnNpYyoWmMm 6enkam)

d KomnaemeHT-meaumnposaHHbi MIMNTH BKAoYaeT 60/1€3Hb NAOTHbLIX AEeMNO3UTOB U
nponndepaTnBHbIM rMomepynoHedpuT ¢ aenosmtamm C3




Mem6paHonponudepaTUBHbIN romepyioHedpPUT: NaToreHeTUUECKasa reTeporeHHoCTb U
npeasioXeHna No HOBOM KnaccupuKauum

[MPGN]
Positive Igs Negative Igs
+/- C3 + C3
lg-mediated Complement-mediated
l l 1 C3 Glomerulopathies
Monocional gammopathies Autoimmune Infectiong”
Dysproteinemia diseases )

! }

DDD [ GN-c3 ]

Sethi S, Fervenza F.C. Semin Nephrol. 2011; 31(4):341-348



The NEW ENGLAND JOURNAL of ME DI CI NE

REVIEW ARTICLE

MEDICAL PRO GRESS

Membranoproliferative Glomerulonephritis
— A New Look at an OId Entity

Sanjeev Sethi, M.D., Ph.D., and Fernando C. Fervenza, M.D., Ph.D.

Mutations in Allele
complement regulators variants
Factor H Factor H

Antibodies Factor | c3 Mlutati:!il:ﬁiln
MCP/CD46 MCP comp emé} ctors

C3 convertase Complement CFHRS
e | TS CFHR 31
{C3 nephritic }_\{ regulators
factor) Factor H d
Factor |
Factor B |

Abnarmal C3
convertase activity

|

Complement-mediated MPGN

AY

\TIVE GLOMERULONEPHRITIS (MPGN), ALSO
llary glomerulonephritis, is diagnosed on the basis
pattern that is common to a heterogeneous group of
proximately 7 to 10% of all cases of biopsy-confirmed
s as the third or fourth leading cause of end-stage
ry glomerulonephritides.>* Although some discases
| known, recent advances have identified additional

ICAL PRESENTATION

s in childhood but can occur at any

1 m I 1

age. The clinical

From the Department of Laboratory
Medicine and Patheolegy (5.5.) and the
Department of Internal Medicine, Divi-
sion of Mephrology and Hypertension
(F.C.F}, Mayo Clinic, Rochester, MN. Ad-
dress reprint reque sts to Dr. Sethi at the
Department of Laboratory Medicine and
Pathology, Mayo Clinic, 200 1st 5t. SW,
Rochester, MM 55905, or at sethi.sanjeev
@mayoc.edu.

M Engl ] Med 2012;366:1119-31.

Copyright £ 2012 Massachusetts Medical Society.



[nasa 8. Uanonatmyecknin membpaHonponndepaTnsHblil rnomepynoHedbput

O MMTH - npodunb nosBpexkgeHNA Ha OCHOBaAHUM CBETOBON MUKPOCKOMUY

O JanbHelwan KnaccndmKaumsa Ha OCHOBaHWM BbIPaXKEeHHOCTU M I0KaNMU3aLum Aeno3nToB
(1, 1, n Il TMN)

 leteporeHHOCTb NPUUYMH

O UctnHHO namonatnyeckmnin MMMH — KpaHe pegKoe cocToAHME

1 BapuaHtbl MMNIH c aeno3ntamm 101bKOo C3 n3BecTHbl Noa HasBaHnem C3

rnomepynoHedpurta

CoctoaHusA, accoummpoBaHHblie ¢ membpaHonpoandepatusHbiMm Npodunem noBpeaeHUsn

1 XpoHunyeckue nHdekumnm (ocobeHHo renatut C)

O AytoummyHHble 3aboneBaHuna (ocobeHHo BH)

(J MoHoOKnOHanbHble rammanaTumn (ocobeHHo, 60/1e3Hb OT/IOKEHUA NETKUX Lenen 1
MOHOKNOHaNbHbIX 1gG)

1 HapyuweHusa perynaumm KomnaemeHTa (ocobeHHo aeduumt paktopa H)

[ XpoHuueckme TpomboTUYECKME MUKPOAHTMOMNATUM U UX NOCNeACTBUSA

Kidney International Supplements 2012 2(2)




ConocraBneHue UCTOPUYECKON U COBPEMEHHOI NaTtoreHeTuyeckon Knaccudumkauum MIMNrH

UcTtopuueckas (OCHOBaHa Ha 3/IeKTPOHHOUK | CoBpemeHHasn (ocHOBaHa Ha

MUKPOCKONUu) nmmyHodnoopecLeHLun)
Knaccnoumkaupma  MIMTH 1: Cy6anpoTenmansHbit MIMNTH NmmyHOKOMNIEKCHbIM MITTH
MTIIH NmmyHornobynumHel n KomnnemeHT no NP
(mnapanpoTenHsbl, BUPYCbl, AKTOMMMYHHbIE
3aboneBaHuA)
MMIH 2: NaoTHble cybaHaoTENNANbHbIE KomnaemeHT-accouumnpoBaHHbin MIMNTH — C3
Aeno3untbl (6one3Hb NIOTHbLIX AeN03UTOB) AomuHupyet no UP (C3 rnomepynonatus)
MITH 3: Cy6aHa0TENNANbHbIN MIIH He cBA3aHHbIM C KOMNAEMEHTOM UIN
MmembpaHonponndpepaTmMBHbIN C MMMYHHbIMW KOMMAEKCaMM

MHTPaMeMbpPaHO3HbIMU U
cybanutenmManbHbiMmM 4EN03UTAMU

HeratnBHaa NP (TpomboTHyecKas
MUKpPOAHIrnonaTums

Update on Membranoproliferative GN. Clin ] Am Soc Nephrol 9: 600-608, 2014. doi: 10.2215/CIN.06410613



COBpeMEHHaﬂ Knaccmbukauma MI'II'H

/[ OcHoBaHa Ha NP ]\

lg 1 KomnaemeHT I'Ipeo6na,£|,aHme C3 Hu KomnnemeHTa HU Ig

MOHOK/OHaNbHblIe \ /

5 / 7N [NanbHelilwee obcnenoBaHme
NanbHenwee obcnenoBaHue

NanbHenwee obcnegoBaHue
/ O6cnenoBaHue ANA BbiABAEHMUA

KAvHUYecKas oueHKa, obcnenosaHue ans ARl T BMANS Y SRR

BblAB/IEHMA MOHOKJ/IOHAIbHOM CEKpeLnm
KnnHunyeckas oueHka, obcnegoBaHue Ha CKB
\ M cuHapom LLlerpeHa
KAnHu4yecKasa oueHka,
obcnepoBaHue Ha renatutbl B n C

!

L Ecnn Bce nckntoveHo — J
nanonatnyeckmm MIMNrH

Update on Membranoproliferative GN. Clin J Am Soc Nephrol 9: 600—608, 2014. doi: 10.2215/CIN.06410613



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-Héléne Noel®, D. Keith Peters®!, Santiago Rodriguez de Cordoba®, Aude Servais®?,

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

H. Terence Cook’

Pa3sutmne 3abosneBaHMA NPOUCXOANT BCeACTBUE HAPYLUEHNUN KOHTPONA aKTUBALLMMN,
Aenosnuun naun gerpagaunm KoMnaemeHTa, U Xapakrepusyercsa
npenmyLLecTBeHHbIM OT/IOXKeHnem dparmeHToB C3 B KAybouyKax

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



KoHceHcyc no mopdonornyeckon Knaccubukaumm, AMarHoCTUKe U GopMUPOBaHUIO 3aKN0HEHUI NPU TH KNMHKKK

Meio n ObuiecTBa novyeyHbIx Mopdosioros
Knaccudpumkauma rnomepynoHeppmutos

MatoreHeTnueckunii Tun | Cneuynduueckue 3abonesaHus Mpodunb nospexkaeHns (ouarosblii Man LLIKanbl unm Knaccol
anddysHbIN)

MMMYHOKOMMNAEKCHbIN
rnomepysnoHedpuT HedpUT, omepynoHedpuUT
aCCOUMMPOBAHHDbIN C MHPEKUUAMM,
dnbpPUNNAPHbLIN ToMmepyoHeDPUT C

AEeNO3nTaMMn NOJIMKZIOHA/IbHbIX Ig

ManoMMMYHHbIN AHTN-MPO ANCA-accounmpoBaHHbIM

IgA HedponaTtums, IgA BaCKyInUT, BONYAHOUYHbIN

Me3aHrmanbHbIN, SHAOKAMUANAPHBIN,
3KCYyAaTMBHbIN, MembpaHonponndpepaTUBHbLIN,
HEKPOTU3NPYIOLLNIA, NONY/TYHHbIN,
cKneposupytowmii, bonee ogHoro npodpunsa

HeKkpoTusnpyowmnii, NONyAyHHbIN,
CKaepo3upyrowmni, nam bonee ogHoro npopmna

HeKpoTuanpyowmnii, NONyayHHbIN,

rnomepysnoHedpuT rnomepynoHedput, aHTU-PR3 ANCA-
accouupoBaHHbIN rnomepynoHedput, ANCA-
HeraTMBHbIN romepynoHeppuUT

AHTN-TBEM AHTN-TBM rnomepynoHedput

rnomepynoHedput

rnomepynoHepput c
AenosnTamm

MOHOK/1OHA/1IbHbIX Ig Aeno3nUTamm MOHOKNOHANbHbIX g,

MMMYHOTaKTONAHAA NMOMeEPY/10MNaTUA,

GNBPUNNAPHDBIN FTOMEPY/IOHEPPUT C
AEeno3nTaMm MOHOK/IOHA/bHbIX g

C3 rnomepynonartusa
[enosuTos

BonesHb OTN0XKEHUA MOHOKNOHANbHbIX |g,
nponndepaTuBHbIN rTIOMepy/oHePpPUT C

C3 rnomepynoHedput, 601€3Hb NNOTHDbIX

CKNEepOo3NPYHOLWNIA, NN CMELLUAHHbIN

Me3aHrmanbHbI, SHAOKANUANAPHDIN,
3KCyAaTMBHbIN, MembpaHonpoandepaTUBHbLIN,
HEKPOTU3UPYIOLLLWIA, NONY/TYHHDbIMN,
CKnepo3upyrowmin, bonee ogHoro npodpuns

Me3aHrnanbHbIN, SHAO0KANUANAPHDIN,
9KCYAATUBHbIN, MembpaHonpoandepaTUBHbIi,
HEKPOTU3UPYIOLLUIA, NONYNYHHbIN,
CKneposupylowum, 6onee ogHoro npopuna

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

Okcdopackana wkrkana MEST
ana IgA HepponaTum

Knacc Bon4yaHo4HOro
HedpuTa NO KNaccudukaumm
ISN/RPS

®oKanbHbIN, NONYYHHbIN,
CKNepo3npyoLwmii n
CMELUAHHbIN Knacchbl
(Berden/EUVAS)
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J B HacToALWEe Bpems NPU3HAHO, YTO AUCPETYIALMA CUCTEMbI KOMNJIEMEHTA AAB/IAETCS OCHOBHOM
NPUYMHON BO3HMKHOBEHUSA HEKOTOPbIX BapnaHTtos MIMH

U 3710 ABNAETCA ocHOBOM HOBOM Knaccudukaumum MIMMH

U leHeTHyecKune nccnegoBaHUA 1 Pa3BUTUE MPOTEOMMKM MO3BONUAN NOHATb, YTO ANUCPErynsaums
KOMNJIeMeHTa ABAsieTcA NPUYMHOM Takmx 3aboneBaHmni Kak MIMTH n al'YC, KoTopble MOXHO CYUTaATb
TECHO CBA3aHHbIMN COCTOAHUAMM




Atypical hemolytic uremic syndrome and C3 ®L{L
glomerulopathy: conclusions from a “Kidney

Disease: Improving Global Outcomes” (KDIGO) OPEN
Controversies Conference

Timothy HJ. Goodship', H. Terence Cook’, Fadi Fakhouri, Fernando C. Fervenza®,

Véronique Frémeaux-Bacchi”, David Kavanagh', Carla M. Nester®’, Marina Noris®, Matthew C. Pickering”,
Santiago Rodriguez de Cérdoba’, Lubka T. Roumenina'™''*'*, Sanjeev Sethi'” and Richard JH. Smith®’;

for Conference Participants'”

O C3 rmomepynonatms npeacrtasnset coboit ynbTpa-peakoe (3abonesaemoctb coctasaneT 1 ciydan Ha MUATIMOH
HaceneHua B rof,) COCToOAHNE U 0O BbeANHAET rpynny HeEN3NeYnmbix 3aboneBaHUN NOYEK, PAa3BMBAOLLMXCA
BC/IeACTBME HEKOHTPOJIMPYEMOMN aKTMBALMWN KaCKada KOMMNAEMEHTa, Beayllen K aenosmumm C3 B Knyboykax

O Yauwie Bcero, ancperynsaumnsa nponcxogmT Ha ypoBHe C3 KOHBepTa3bl a/IbTEPHATUBHOIO MYTU B }KUAKOM dase, U
onpeaenaeTca reHeTU4eCKUMM n/Mnmn npnobpeTeHHbIMU AedeKTamu

1 Ha ocHOBaHMW 3NEKTPOHHO-MUKPOCKOMUYECKUX NPU3HAKOB BblAENAT 2 OCHOBHbIX NoATUNA — 601e3Hb NIOTHbIX
aenosuntos (DDD) u C3 rnomepynoHedput (C3 TH)

e DDD - nnotHble ocMopuabHble UHTPAaMEeMbBpPaHO3Hble AENO3UTbI
 (C3TH - meHee NnoTHble amopPHble Me3aHIMANbHbIE, NapamMe3daHrnanbHble, cybaHaOTENMNANBHbIE U

cy63n|/|Ten|/|an bHble 0eNO3UTbI

Kidney International (2017) 91, 539-551



Mopdonoruueckue npusHakm C3 rnomepynonatum

CseToBasA MUKpoOcCKONuaA UmmyHodntoopecueHuuUa INEeKTPOHHAA
MMUKpPOCKONUA
AKTUBHbIE U3MEHEHUA * DDD: nnoTHble
e Me3aHrmanbHasa 3KCNAaHCKA C TMNEPKNETOYHOCTbIO ocmodUnbHbIE
nnun 6es Me3aHrnanabHble U
* JHAOKANUANAPHAA TMNEPKNETOYHOCTb (BKAKOYaS MHTPaMeMbpPaHO3HblEe
MOHOUMUTbI U HEUTPOPUbI) 3N1EeKTPOHHO-NNOTHbIE
* YTOoNWweHne KanuansapHbIX CTEHOK C ABONHbIMMU AEeno3unThbl
KOHTYpamMu (couyeTaHmne yTONLWEHMS KanUANAPHbIX [MpeobnagaHue ceevyeHma * C3 H: amopdHbie
CTEHOK C paClUMpPEHNEM ME3aHINA — C3 Me3aHrnanbHble C
MmembpaHonponudepaTuBHbI Npoduab) cybaHaoTENNaNbHBbIMMY,
* Hekpo3sbl MHTPaMeMbPaHO3HbIMMU
* KnetouyHble/PpMOPO3HO-KNETOUYHbIE NONYAYHUSA n cybanutenmanbHbIMm
XpOHUYECKME N3MEHEHUA U bes Hux
e CermeHTapHbIY A rnobanbHbIN TOMEPYNOCKAEPO3 SNIEKTPOHHO-MNIOTHBIE
AENO3UTbI

* OUBpPO3HbIE NONYNYHUSA
e CybanuTenbanbHble

«ropbbi» moryT
HabnoaaTbeca n npu DDD
mnpnC3TMH

Kidney International (2017) 91, 539551



O AnarHos C3 I'M — mopdonormyeckmuin guarHos

O Npodwnnb noBpexaeHNA Ha OCHOBaHWM CBETOBO MUKPOCKOMUU MOXKET BbiTb OYEeHb pa3HbIM, U
AMNArHo3 yCTaHABAMBAETCA /INLb Ha OCHOBAHUM AaHHbIX MMMYHO(AOOpECLEHL MM

O Kputepmem gmarHoctnkm asnsetca npeobnagaHmne ceeyeHma C3 ¢ MUHTEHCUBHOCTbIO CBEYEHUS
KaK MMHUMYM B 2 pa3a bonee CMNAbHOMN, YEM Y APYIMX MMMYHOPEAKTaHTOB (Takux Kak 1gG, 1gM,
lgA n Clq)

1 Ha ocHoBaHuK 3TOrO KpUTEPUA YNasamnsaeTtcsa okono 90% cnydaes DDD, HO MeHblLee KONNYeCcTBO
cnyyaes C3 TH

1 B ocTanbHbIX cydasx 6Uoncua NoYKkM MOXKET 1 He BblABUTb NpeobnagaHua C3, ogHaKo
NOBTOPHbIE BMONCMK MOTYT 3TO NOKA3aTb, YTO OTPAXKAET 3BOIOLMIO 3ab0NeBaHNA CO BpEMEHEM
N faeT OCHOBAHWA Nnosiaratb, YTO B C/Iy4aAX C aTUNMUYHbIM Te4eHMeM NoKasaHa NOBTOPHaA
buoncus

(J Bpems BbINO/IHEHMA NepPBOI BUONCUN KPUTUYECKM BaXKHO, NOCKONbKY C3 M yacTo BbiABASAETCA B
KOHTEKCTE OCTpoM MHPeKUnn, u npeobnagaHme C3 moxeT HabaogaTbCcA OCTPOM
NoCTUHPeKUnoHHom MNH

O NMpwu octpom akccyaatmsHom MH He cyllecTsyeT Mopdponornyecknx Nnpm3HaKkos, NO3BONAOLLINX
npeacKasaTb ero paspelleHme Uam nporpeccmposaHmne

L «Topbbi» B HacToALee Bpems yKe Ha CYMTatoTCA MaTOrHOMOHMYHbIMKU Ana MUTH, NocKobKy OHK
Yyacto obHapy*Kusatotca npu C3 IT]

Kidney International (2017) 91, 539-551



J BbiABNeHME ABOMHbIX KOHTYPOB NPU OCTPOM 3KccyaaTuBsHoM [H popmupyeT BbICOKUIA
MHAEKC Noao3peHna B oTHoweHun C3 H.

J Bo Bcex cnyyanx cnegyet BbIMONHATb 3N1EKTPOHHYIO MUKPOCKOMNUIO, YTObbl oTAanymnTb DDD
oT C3 'H, NOCKONbKY 3TO MMeeT KNINHNYECKOe 3HaAYeHue

B cBeTe HepgaBHMX onncaHmit TH ¢ 3amMacKnpoBaHHbIMU MOHOTUMUYECKMMU Aeno3nTamm
lg, B cnyyaax C3 TH, ocobeHHO y B3pOCabiX, pPEKOMEHAYETCA OKpacKa Ha 1gG n nerkue
Luenu Ha napadunHOBBLIX cpe3ax c 06paboTKoM NpoHa3om

L YpoBseHb C3 B CbIBOPOTKE KPOBU CHUMKEH Y 75% nauueHToB

Y nauuneHToB ¢ C3 M HeobxoAMMO BbINO/NHATbL UCCNeAoBaHMUA Ha Haandmne C3-
HeppUuTnYeckoro paKkrTopa, aytoaHTUTen K paktopy H, a y 60/bHbIX CTapLuero Bo3pacTa —
Ha Hanuyme cBoOOAHbBIX NEerkux Lenemn

Kidney International (2017) 91, 539-551



EDITORIAL MAYO
CLINIC

Y

® oo o pass C3 Glomerulopathy: A New Disease
Comes of Age

See also page 991 3 glomerulopathy is a rare disease Several international conferences have led
characterized by activation of the  to studies that clearly defined C3 glomerulop-
alternative complement cascade and  athy as a disease with glomerular inflammation

deposition of the third component of com- and C3 deposition at least 2 orders ol magni-

1 6

U Bbl210 NOKa3aHo, YTO Y MHOTUX NaLUMeHToB ¢ Aeno3ntamu C3 B KNyHoUKax umetotcs AedeKTbl
PerynaTopHbIX 6enKoB, NHIMOUTOPOB UM AKTMBATOPOB, a/ILTEPHATUBHOIO NMNYTU KOMMJIEMEHTA

1 HekoTopbie aedeKTbl accouMnMpoBaHbl C reHeTUYECKUMU MyTaunaMmn (aHomanmnm reHos pakTopos H, |,
n MCP)

O Apyrve gedekTbl accouMmMpoBaHbl C HAMYNMEM aHTUTEN, KOTOPble MO0 HENTPANUIYIOT MHTNBUpPYIOLLINE
KOMMOHEHTblI KOMMN/IEMEHTA, KOTOPbIE 3aMeANA0T aKTUBALMIO a/IbTEPHATMBHOIO Kackaaa (Hanpumep
aHTUTENa K pakTtopy H), nnbo ycmnmearoT 3Ty aktuBaumio (Hanpumep C3-Hedbputnyeckum daktop)

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



U UccnepoBaHune, npoBeaeHHOE B KAMHMUKe Melo nokasano, uto cpeau 114 naumneHtos ¢ C3 [T
B 30% B aHamHe3e nmenacb nHpekumsa, B 25% - aytoummyHHble peHomeHbl, 1 noyTtn B 40%
c/ly4aeB — MOHOK/IOHabHAA raMmmanaTus

(J Bce 370 Ba)KHO A419 NOHUMaHMUA NaToreHe3a akTMBaLU MKW aNbTePHATUBHOIO NYTU KOMM/IEMEHTA
npn C3 ITI

(] BbicoKas YacToTa MOHOK/I0Ha/IbHOM rammanaTun ocobeHHO BaxKHa, MOCKObKY cpeau
NauMeHTOB B BO3pacTe ctapuwe 50 1eT rammanartua nmenacb B 65% cnyyaes

(J OcTtaeTcs He ACHbIM, KaKne UMEHHO MexaHU3Mbl BeAyT K Pa3BUTUIO 3ab601eBaHUSA Y STUX
nauneHToB? EcTecTBEHHO NPEANONOXKUTb, YTO MOHOKNOHANbHbIE aHTUTENA
B3aMMOAENCTBYIOT C UHTMOUTOPAMK UM aKTUBATOPAMM aNbTEPHATUBHOIO MYTH, OAHAKO 3TOT
BOMNPOC HeA0CTAaTOYHO U3y4yeH

U leHeTnyecKkune aedeKTbl KOMNIEMEHTa U ApYrMe aHTUTeNa HepeaKo BbIABASAIOTCS Y 3TUX
H6OMIbHbIX — TAKXKeE KaK U B APYrMX rpynnax nauueHToB, U Mbl MNOKa BMNOJIHE HE MOHMMAEM
KOppenAaunmn sTux HapyLweHnm ¢ KAMHNKOMU

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



O C3-HedpuTnyeckuin daktop — reteporeHHas rpynna aytoaHTuten Knacca IgG v IlgM

O Oann BapuaHT C3-Nef cBsizbiBaeT n ctabunmnsmnpyet C3 KoOHBepPTa3y, NPensTCTBYA ee MHaKTUBaLU UK
dakTopamum H u |

[ Bropoit BapuaHT C3-Nef ymeHbluaeT aktusauuio C3, Ho C3-KoHBepTasa cTabuaunsumpyercs
nponepanmHoOMm

1 HepasHo 6b110 onucaH C4-HedpuTUUYeCcKUn paKkTop, KOTOPbIN cTabunmsmnpyeT C3-KOHBEPTA3y Npu
K/1aCCUYECKOM U IEKTUHOBOM NYTU aKTUBALUMU

B natoreHese C3-rnomepynoHedpuTta MoryT NPUHMMATb Y4acTMe U Apyrve ayToaHTUTeNa, BKAKOYasn
MUHU-aHTUTENA K daKkTopy H, npenATcTBytowme ero cBaA3biBaHMIO ¢ C3-KOHBEPTA30M, TEM CaMblM
YMeHbLLAA ee akTMBauMmIo

O Kpome Toro, onucaHbl aHTUTENa K pakTopy B

1 MoHOK/NIOHanbHbie 6eKM MOTYT BbICTYNaTb B KAY€CTBE MUHU-aHTUTEN

O OnucaHme akTMBaLUMM anbTepPHATMBHOIO NYTU KOMMNJIEMEHTA MOHOKAOHaAbHbIMK Ig — MIIMH ¢
aenosmtamm C3 y naumMeHTKM C MOHOK/IOHaNbHbiMK JIL-nambaa

[ BeposATHO noBbIWaoT akTMBHOCTb C3-KOHBEpTa3bl, BAUAIOT Ha aKTMBHOCTb paKkTopa H, obnhapatoT
aKTMBHOCTbIO C3-Nef

0 Y 60% 6onbHbIx ¢ C3-rnomepynonatnen B Bo3pacTte ctaplue 60 neT aAnarHocTmpyercs
MOHOK/1I0HA/1IbHAaA raMmanaTmA NoYe4YHoro 3Ha4eHmA

Blood 2017; Kidney Int 2018; Front Immunol 2018
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EXPERT CONSENSUS DOCUMENT

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

Gammopathy Research Group

Monoclonal fibrillary

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

Vivette D. D'Agati®, Angela Dispenzieri', Fernando C. Fervenza', Jean-Paul Fermand’, Simon Gibbs?,
Jufian D. Gillmore®, Guillermo A. Herrera'®, Araud Jaccard'’, Dragan Jevremovic',

Efstathios Kastritis'?, Vishal Kukreti'®, Robert A. Kyle', Helen J. Lachmann?, Christopher P Larsen'”,
Heinz Luawig's, Glen 5. Markowitzt, Giampaolo Merlini'®, Peter Mollee'”, Maria M. Picken's,

Vincent S. Rajkumar', Virginie Royal®, Paul W, Sanders(°°, Sanjeev Sethi®', Christopher B Venner®,
Peter M. Voorhees®, Ashutosh D. Wechalekar®, Brendan M. Weiss® and Samih H. Nasr!

Leung N, et al. Nat Rev Nephrol. 2019
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OpraHn3oBaHHbIE
AEeno3nTbl
MOHOKNOHAa/IbHbIX
MMMYHOT106ynnHOB

He-opraHmnsoBaHHble
Aeno3unThbl
MOHOK/IOHANIbHbIX
NMMYHO06YyAMHOB

be3s penosntos
MOHOKNOHANbHbIX
MMMYHOTN00YyIMHOB

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

PnbpunnapHbie

MuKpoTybynapHbie

Kpucrtannnyeckue
BK/IlOYEHUA

Knaccuyeckue

Peakune

NmmyHOrnobynmHoBbIM amunongos

PnbpunnapHbin N'H

NmmyHOTaKTouMAaHbin MH

KpunornobynnHemuyeckuin N'H (Kr 1 v 1l tmuna)
[MpoKcMManbHaa TybynonaTua Nerkmx uenewu
Kpuctannmyeckmi ructmoumnTos
(Kpno)kpuctann--rnobynmHossin N

bosie3Hb OT/I0XKEHUA MOHOKNOHAbHbIX Ig
MponndepatnsHbin H ¢ A4eno3rUTamm MOHOK/IOHA/IbHbIX Ig

ATUNnyHaa membpaHo3Haa HedpponaTms
ATnnuyHaa aHTU-FrbM 6onesHb

C3-rnomepynonatua c MOHOK/IOHa/IbHOM rammanartuei

TpOM6OTW-IeCKaﬂ MWUKPOaAHTMOMNaTnA

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



A Primary diagnosis (with clinical modifier)

lgA nephropathy

Immune Lupus nephritis

complex—mediated GMN
= - Infection-related glomerulonephritis

| 1 Fibrillary glomerulonephritis

PR3—ANCA
ANCA — Ppositive

NMpepnaraemasn cxema OUEHKU U assodisted G b

o ANtI-GBM GIN

dopmunpoBaHUA 3aKNOYEHNI NO S

Monoclonal Ig—-GMN
AaHHbIM Heppobuoncuun \ S
C3 glomerulopathy EZ{ZN

B Pattern of injury

Mesangial proliferative, membranoproliferative,
— endocapillary proliferative, crescentic/necrotizing,
- exudative, or sclerosing glomerulonephritis

- Multiple patterns \|

C Score/class/grade

[—( ISN/RPS: lupus nephritis; Oxford: Ig”A nephropathy 1

D Additional findings

Acute tubular Nnecrosis, acute interstitial nephritis,
TMMA, atheroembolic disease

E Ancillary studies

Pronase antigen retrieval, 1gG subtype, DNAJB9
laser dissection and mass spectrometry

Standardized Classification and Reporting of Glomerulonephritis. S. Sethi; F Chronicity grading
F.C. Fervenza. NDT 2019; 34(2): 193-199

Minimal (total renal chronicity score O—1/10)

Mild (total renal chronicity score 2—4/10) |

;. Moderate (total renal chronicity score 5—7/10)

Severe (total renal chronicity score = 8/10)

Source: Nephrol Dial Transplant & 2019 Oxford University Press




Mpumep 1

OCHOBHOM AMarHo3: UMMYHOKOMMAEKCHbIN HedPUT, aCCOLMMPOBAHHbIN ¢ renatutom C
(MO KAMHNYECKUM AaHHbIM)

Mpodunb nospexaeHuna: MIMrH

[JOonoNHUTEeNbHbIE HAXOA4KN: UMMYHHbIE MUKPOTPOMObI C TIOMEpPYNAPHbIX KAaNUANapax,
BEPOATHO 06cynoBAEHHbIE KpuornobynnHemueii Il Tna

XpoHU3auma: ymepeHHan (oLeHKa Mo WKane xpoHusaumm 6/10)

Mpumep 2

OcHoBHOM guarHo3s: IgA HedponaTtua

Mpodunnb noBpeKAeHUA: Me3aHrmonponndepaTUBHbLIA U CKneposnpyowmnin N’

Lkana oueHkn: M1, EO, S1, T1, CO no Okcopopackom Knaccudmkaumm

Mpumep 3

OCHOBHOM AMarHos: pubpunnapHbii MH

Mpodwnnb noBpexaeHUA: Me3aHrMonponndpepaTMBHbIA U ckneposmpyrowmn M
LJononHuUTENbHbIE HAaX0AKM: NONAOXKUTENbHAA OKpacka Ha DNAJBY , HeraTuBHas OKpacKa
KOHro-KpacHbim

XpoHU3auma: ymepeHHas (OLeHKa Mo WKane xpoHusaumm 6/10)

Mpumep 4

OcHoBHoM anarHo3: ANCA-accounmpoBaHHbIn MTH (aHTUTena K PR3 No KAMHUYECKMM
JAHHbIM)

Mpodunb NnoBpeXAEHUA: HEKPOTU3UPYIOLWLNIA U NOAYAYHHbIN TH

Knacc: ouaroBbii

JononHnTeNbHble HaX04KWU: BblparkeHHbi OKH

XpoHU3auma: nerkan (oueHkKa no wkane xpoHmsaumm 3/10)

[Mpumep 7

Mpumep 5

OcHoBHOM anarHos: aHTU-FT6M IH (aHTUTena K FTEM no KAMHUYECKUM AaHHbIM)
Mpodunb NnoBpeXAEHUA: HEKPOTU3UPYIOLWLNIA U NOAYAYHHbIM [H
[lononHUTeNbHbIE HAXOAKN: BblpaXeHHbIn OKH

XpoHU3auma: nerkan (oueHkKa no wkane xpoHmsaumm 3/10)

PvMep by _MlaranBving

OcHoBHOM guarHo3: nponudepatnBHbii H ¢ Aeno3ntamm MoHOKAOHaAbHbIX IgG kappa
(PGNMID)

Mpodunb nospexaeHuna: MIMNrH

JononHutenbHble HaxoaKu: 1gG3 cybKknacc

XpoHU3auma: ymepeHHan (oueHKa Mo WwKane xpoHusaumm 7/10)

|OCHOBHOM AMarHo3: KPMOMOBYAMHEMMYECKMii TH, TN |, C MOHOKNOHAIbHBIMU Aeno3uTamu
IgM kappa (MaKpornobynmHemusa BanbaeHcTpema no KAMHUYECKMM AAaHHbIM)
Mpodunb nospexkaeHna: MIMNMH

[JonoNHUTeNbHblE HAXOA4KN: UMMYHHbIE MUKPOTPOMObI B ITIOMEPYIAPHbIX Kanuanapax u
apTepuonax

XpoHU3auma: nerkan (oueHkKa no wkane xpoHmsaunm 4/10)

Mpumep 8

OcHoBHOWM guarHo3: C3 N'H (accounmnpoBaHHbI C MOHOK/IOHAIbHOM
rammanaTtuvei NoYe4yHoro 3HayeHus)

Mpodunb nospexkaeHua: MIMNIH

JlononHuTteNbHble HAXOAKM: C4d - HeraTMBHO, MeToAMKaA C NPOHA30M He
BblABUJ/1a 3dMaACKUPOBAHHDLIX AENO03UTOB Ig

XpoHuszauums: ymepeHHas (OLLEHKa NO WKane XpoHU3aLmm 7/10)

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



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

O TepmuH «membpaHonponndpepaTnBHbIN» romepyioHedPUT COXPaHAET CBOe 3HaYeHNe B KayecTse
FMCTO/IOFMYECKOTro ONMMUCAaHMNA INMOMEPYNAPHOIO NOBPEKAEHUSA, OAHAKO YrnybaieHHoe NOHUMaHUe
npupoabl C3 rnomepynonatmum (C3 M) 1 MOHOKNOHAAbHbIX rAaMManaTUii NOYEYHOro 3HaYEHUS
(MIT13) TpebyeT HOBOM HOMEHKAATYPbl, OCHOBAaHHOWM Ha NaToreHes3e, a He To/IbKO npodune
nospexxaeHus

1 Bonee Toro, rucronoruyeckme nameHeHuna npu C3 M v MIM3 ganexko He Bceraa BbIrAAAT Kak
membpaHonponndepaTUBHbIN romepy1oHePPUT

1 MosTomy 06HOBNEHHbIE KAMHUYECKME NPaKTUYECKME PeKOMeHAaLUnmM nogvyepKmBatoT
ANATHOCTUYECKUIN MOAXOA, YYUTbIBAOWMA U NATODU3MNOIOTUIO N TMCTONOTNYECKNE AaHHblIe

d Co BpemeHem 3TO MOKET NPUBECTU K YCTPAHEHMIO MOHATUA «MeMbpaHonponndepaTuBHbIN»
[TIOMepPYNOHEPPUT KaK ANArHOCTUYECKOM KaTeropmm, XoTa OCTaloTCA NPOTUBOPEYNA, CBA3AHHbIE C
NEePEeKPEeCcTHbIMMU MEXaHU3MaMM MOBPEKAEHUSA, @ TaKKe C TeEM GAaKTOM, YTO YacTb C/Iy4aEeB TaK U
OCTAHYTCA «MANONATUYECKUMMN»

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

MaTtoreHeTUYeCKMit noaxopn K rnomepynoHeppuram

MaTtoreHeTU4YeCKUM TMN Mpumepbl 3aboneBaHuM

MMMYHOKOMMNAEKCHbIN IgA HedponaTua

rnomepynoHepput BonyaHoYHbIN HEDPUT
dnbpunnApHbIN rnomepynoHedput (nonnkaoHanbHbii/AHKIBI-no3ntnBHbIN cybTMN)
rnomepynoHedpuUT, aCCOLUNPOBAHHBIN C UHPEKLNAMMU
KpnornobynnHemumueckuii rnomepynoHedput (cmetaHHaa KpnornobynnHemms Il v 1l Tmna)

ManonMMyHHbIN ANCA-accoumMmpoBaHHbIN BaCKyAUT

rnomepynoHepput ANCA-HeraTMBHbIN Ma/IOUMMYHHbI TTOMepPYy/IOHeEDPUT

AHTU-TBM rnomepynoHedpput AHTN-TBM 60n€e3Hb

nomepynoHedpuT, BonesHb OTN0KEHUA MOHOK/IOHANbHbIX MMMYHornobyaunHos (LCDD, HCDD, LHCDD)

aCCOUMMUPOBAHHbIN C MponndepaTnUBHbIN roMmepynoHedpUT C AEN03UTAMN MOHOKIOHANbHbIX MMMYHOrnobyanHos (PGNMIG)
MOHOK/IOHAIbHbIMMU KpnornobynnHemunyeckunin rnomepynoHepput (MOHOKAOHaNbHAA KpnornobynnHemumsa | Tuna)
MMMYHOTN0bynnHamm NmmyHOTaKTOMAHaA rnomepyaonaTus

®unbpunnapHbii rnomepynoHedpuT (MOHOKNOHAbHbIN Cyo6TUN)

KomnnemeHT-meguupoBaHHbii  C3 rnomepynoHedpput
rnomepynoHedppur bonesHb NNOTHbIX Aeno3uTtos (DDD)

Kidney International (2019) 95, 281-295; https://doi.org/10.1016/j.kint.2018.11.008
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Mas.a 8: MMMYHOI’I’IOGYI’IMH- n KoMmnaemeHT-meanmnpoBaHHbIE INMOMepy/IapPHble 3aboneBaHmA c MEM6paHOI'IpOJ1I4¢epaTVIBHbIM . I/__A"’é‘\ev‘,
y

npodunem nospexageHua g
Memb6paHonpoandepaTMBHbIN NPOPUIb NOBPEKAEHMS, BbIABAEHHbIV NPY BUONCUM NOYKM, HE OTPaXKaeT Kakoe-1nm6o cneuuduuad

NPV OTNIOMKEHUM UMMYHHbIX KOMNEKCOoB. 3To Aano Paboueli rpynne ocHoBaHMA UcKAUYUTL MITH M3 HOBbIX peKOMeHAAUMI N0 ‘OBaL ©
rnomepynspHbim 3a6oneBaHnAM B Nonb3y 601ee NnaToPpu3nonorMueckoro noaxoza K knaccuduKkaumm stux bonesHen

Kidney Int. 2021 Oct;100(4):753-779. doi:10.1016/j.kint.2021.05.015.



lasa 8: UMmyHOrnobynunH- n KomnaemeHT-meg4UUPOBAHHbIE FOMeEpPYAApPHble 3a6oneBaHMA ¢ membpaHonponndepaTMBHbIM
npodunem nospexkaeHun

MeauunpoBaHHble O OthoxkeHne MMMYHHbIX KOMM/IEKCOB aHTUreH-aHTUTENO B pe3ynbTaTe NHDEKLUIA
MMMYHOIN06yAMHaMK n * BupycHble: renatut C (Bkatovaa HCV-accoummpoBaHHYO CMELLAHHYI0 KpMornobyanHemuto), renatuT B
MMMYHHbIMU KOMMJIEKCHAMU * baKTepuanbHble: 3HAOKAPAUT, UHPULNPOBAHHbIE BEHTPUKYNO-aTPUaibHbIE LWYHTbI, BUCLLEPanbHble abcueccsl,

NPOKa3a, MEHUHIOKOKKOBbIA MEHUHTUT
* [IpoTO30MHbIE N ApYyrKe: MaNapua, MMKONAa3ma, LWMCTOCOMO3, IeMMaHno3, GUnAapmos, rmcTtonaasmos
U OmnorkeHne MMMYHHbIX KOMMIEKCOB MPY ayTOMMMYHHbIX 3a60neBaHMAX
* CKB
CuHpgpom LerpeHa
PeBmatongHbIn apTpUT
CmelwaHHoe 3aboneBaHne coeaMHUTENbHOM TKAHU
OTN0XKeHne MOHOKNOHANbHbIX |g MPY N1a3MOKNIETOUYHbIX U B-KneTouHbix 3aboneBaHUAX
dunbpunnapHblt rnomepynoHepput
Navonatnieckni
NCKntoyeHbl BCe BblleyKa3aHHble NPUYUHDI
C3 rnomepynoHedpput n C3 DDD
MyTtauum perynatopHbix 6enkos: CFH, CFl, CFHR5
MyTtauumn ¢pakropos KomnnemeHra: C3
*  AHTMTena K pakropam KomnnemeHrta: C3, C4 u C5 HePppuTHnueckmne pakrTopbl
*  AHTMTEna K perynatopHbim 6enkam: CFH, CFl, CHB
O C4 rnomepynoHedputbl n C4 DDD

KomnnemeHT-meannpoBaHHbIE

*D*opoo ¢

MIMIH 6e3 UMMYHHbIX * ®das3a penapaunu nocne NYC/TTM
KOMNAeKcoB u 6e3 aenosntos *  AnTudochonmnuaHbIi (QHTUKAPANOAUNNUHOBBIN) CUHAPOM
KOMnaemeHTa * POEMS cnHpgpom

e JlyueBOoW HeppUT

* Hedponatma, accounmmpoBaHHan ¢ TPAHCM/IaHTaLWMEN KOCTHOrO MO3ra

* JleKapCTBEHHbIE TPOMDOOTUYECKME MUKPOAHTMOMNaNK

*  ACCOUMMPOBAHHbIN C CEPNOBUAHO KNETOYHON aHEMMUEN U NONULUTEMUEN

*  [OuncomnbpuHoreHemmnsa n gpyrue npo-TpomboTUYecKmne cocToAaHuA

*  [Nedununt aHTUTPUNCKHA Kidney Int. 2021 Oct;100(4):753-779. doi:10.1016/].kint.2021.05.015.



Ocobble cutyauum:

* HapyweHuna perynaumm KomnsemeHTa MmorytT UMeTb MecTO NMPmM MMMYHOKOMIMNEKCHbIX
rnomepynapHbix 3abonesaHnax. CnegcreeHHo, C3 MH moxeT Bbirnaaetb Kak MKIMH, ocobeHHO ecnu
Tpurrepom asnaetca nHpekumna. Moatomy Bo Bcex cayyanx, korga MKMH Kaxketca nanonatmyeckmnm,
pPa3yMHO ByaeT UCKNOUYNUTb KOMNIEMEHT-MEANUPOBAHHbIN NpoLece

* W HaobopoT, npexge yem yctaHaBamBaTb AnarHos C3 N'H, Heobxo4Mmo UCKNOUYNTL CONYTCTBYIOLWME
WA NpeaLwecTeyowme MHPeKunm

* WNHorpa Bo3HMKaeT HeobxoamMmocTb 06paboTKM NnapadPprHOBbLIX CPE30B NPOTEONUTUHECKUMU
depmeHTamum, UTOObI BbIABUTb MOHOKJ/IOHA/IbHbIE MMMYHOINO0BOY/IMHBI, KOTOPbIE MOTYT ObITb
3aMACKMPOBaHbI U He BbIABAAIOTCA NPU PYTUHHOM UMMYHOGIIOOPECLLEHTHOM UCCAeA0BaHMN

* MOHOK/NOHaNbHbIE FTAMMAaNaTUM CNOCObHbI 3anyckaTb C3 M'H npu oTcyTCTBMM AENO3MUMN

MMMYHOI/T00Y/IMHOB B KNyHOYKaX, 1 UX cneayeT BKAKUYUTD B Kpyr auddepeHumanbHoMn
ANArHOCTUKKU, 0cobeHHOo y naumeHToB ¢ aebtotom C3 I'H B Bo3pacrte crapwe 50 ner

Kidney Int. 2021 Oct;100(4):753-779. doi:10.1016/j.kint.2021.05.015.



C3 rnomepynonaTtua

HopmanbHbIN
Knybouek

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/qgfz201

JKCCYAaTUBHbIN
npodunb



UTakK, c MOMeHTa nepBon NnybanKaumMm ¢ onucaHuem MHTPamem6paHO3HbIX 3/IEKTPOHHO-
NNOTHbIX Aeno3uToB npownao 50 ner

U p I O _:Jate 3 glomerulopathy 29 202 ; E
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Knaccndumkauyma - 6onesHb naotHbix geno3nTtos (DDD) u C3 rnomepynoHedput (C3TH) asnastotca
peaknmm dopmamm N'H n HabnropgatoTca Kak y geten, Tak n y B3pocabix. Oba 3aboneBaHmn
PA3BMBAIOTCA B Pe3yNbTaTe HAPYLUEHUIW PEerynaunm aibTEPHATUBHOIO NYTU KOMMNJIEMEHTA U B
HacToALlee Bpema Knaccupumumpyrotcs Kak «C3 rnomepynonatmm»

e KnnHuuecKkune npoasneHua — npoTenHypua (oT He3HauYMTeIbHOM A0 HEGPOTUYECKOTO YPOBHSA)
n/Mnmn rematypus, yCTOM4YMBO HU3KUIN ypoBeHb C3 B CbIBOPOTKE KPOBU B HO/IbLLMHCTBE C/y4aEes,
HapyweHne GYHKLUUN MOoYEK pa3IMYHOM CTENEHU BbIParKEHHOCTM U TMNEepPTEH3UA

e lnarHos — lnarHo3 DDD nau C3IH ycTaHaBamMBaeTcA Ha OCHOBaHMM BMONCKUM, BbIMONHAEMOUN Y
NAaUUHETOB C NOAO03PEHNEM Ha romepynoHePput. UMmmyHopatoopecLeHTHOe nccieaoBaHue
Heobxoanmo A5 NocTaHOBKKU AnarHo3a C3MH u DDD, anekTpoHHaA MUKpocKonusa Tpebyetca ana
TOro, YTob6bl OTAINYUTL OAHO OT APYroro. [pmn BO3MOXKHOCTKU, CeayeT BbiNOJIHUTbL CreynasibHbie
ANArHOCTUYECKNE TEeCTbl, KOTOPbIE MOMOTYT BbIABUTb 3TUOIOTUIO [/TIOMEPYAONATUN, MOCKO/bKY 3TO
MOeT MOMOYb BbIbpaTb MeToa, NeyeHusn

eJleueHne — PaHOOMM3INPOBAHHbIX KIMHUYECKUX NCCNeA0BaHNIM ANA NOAAEPKKU TEPANEBTUYECKOrO
peweHna HeT
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