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06 sTumonormn HeppuTa: UICTOPUYECKUIM NOAXOA K €€ NMPOUCXOXHKAEHUIO
Garabed Eknoyan

dBONOLMA HO30/10TMKN HedpUuTa

bpant 1827 Bupxos 1856 LLlapko 1878 AnbbaT 1895 donbrapt u Apauc n annuc 1942 CmunTt 1951
dapp 1914 Onusep 1931
bonblwas 6enaa  MapeHXMMATO3HbIN MapeHxMmaTo3HbIM MapeHXMMaTO3HbIN [JereHepatmBHbit  [ereHepaTuBHas Hedput 2 Tna, Hedpotnueckui
noyka HedpuT HedpuT HedpuT Hedpo3 6onesHb bpaiita 6eccMMnTOMHbIN, CUHAPOM
XPOHWYECKMI >0CTPbIN OTeKM,
Bbi3goposneHue/
XPOHWUYECKUI
3acToliHasn NHTepcTULManbHbIN NHTepCTULMANbHbIM InomepynspHbIn Hedput lemopparnyeckas Hedput 1 Tvna, FnomepynoHedput
3epHuUcTas HedpuUT HedpuUT HedpuUT BOCMasuTe/lbHbIN ~ 6one3Hb bpanTta OCTPbIN, BbICOKOE OCTpPbIN,
KpacHas MovKa OCTPbIA>XPOHUYECKUNA remopparuyecKkumm ALl, remaTypua XPOHWUYECKUH,
Bbl3AopoBneHne/ NoAoCTPbIN
XPOHMYECKUI
CmopLieHHas CmopLieHHaA NoyKa CmopLeHHaA NnoyKa CmopueHHasa nodyka  CmopLieHHas CmopLieHHas CmopuieHHasA CmopLieHHas
noYKa noYkKa noyka noykKa MoYKa
Cocyaucran? AMunaonaHaa noYka AmMuaongHaa noyka MNepBuyHan Cknepos ApTepunocknepos Hedpocknepos Hedpocknepos
rMnepTeHsus,
rmnepTeH3uns
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dBonoumuA npeacTasneHni o Hepputax B Poccum

M. Boronto6os 1862 N3meHeHMs Knybo4KkoB npu bpalitoBoi 6onesHu

AyHuH 1881 OpHoBpeMEHHOE NopaKeHue anNuTenns, MHTEPCTULMANbHOM TKaHU M COCYA0B Npu
BpalitoBoi 601€3HU

H.M. NBaHOBCKNI1 1881 [nomepynuT npu BogAaHKE U anbbyMuUHypun
A. Pemesos 1882 BoBsieueHMe 1 KNyH6OUKOB W KaHaNbLIEB NPU OCTPOM Hedpute
C.M. BoTkuH 1884 KnnHuyeckasa anddepeHuUMpoBKa pasinyHbix ¢opm bpalitoBoi 60/1e3HM: OTEYHbIN,

cepaeyHbl U ypeMUYECKUIA CUHAPOMBI

A. JloxmaH WcTnHHan BpaliToBa 60/1e3Hb - 06Liee 3a601€BaHME C MOPAKEHNEM COCYANCTLIX CTEHOK
pas/IMYHbIX OPraHoB

A. MonybuHcKknin 1886 MNMoparkeHne KNyboUYKOB NPU CKap/aTUHO3HOM Hedpute
A. PoseHenb 1894

l.A. 3axapbuH 1893 Mpwn XpoHUYECKOM HedpuTe BCcerga o4HOBPEMEHHO NOPAXKAOTCA U MOYEBbIE KaHa/bLbl U
MEXKYTOYHAA TKaHb

A.A. Octpoymos 1900 [apeHXMMaTO3HbI U UHTEPCTULMANBbHBLIN HedpPUT

E.M. Tapees 1936 |. Hedputbl (nuddy3HbIe rnomepynoHedpuUThbI)
OcTpble HedppwUTbI
XpoHuyecKkme HeppUTbl U BTOPUYHAA CMOPLLLEHHAA NOYKa. KnMHMYecKkme Tunbl:
HedpPOTUYECKUIA, TMNEPTOHUYECKUIA, CMELLAHHbIW, BO3BPaTHbIN, TaTEHTHbLIN, NOAOCTPbLIN,
3/10Ka4YeCTBEHHbIN HedpUT
Il. Fpynna Hedpo3a
NnnonaHeii Hedpo3
AMnAOUAHbIN Hedpo3
Hedponatus 6epemeHHbIx
Cnounantnyeckana Hepponatma

M.C. Boscu OcTpbiit HeppUT
I.®. baarman 1955 XpOHUYECKU HedpUT
Hedpo3sbi

Hedponatna 6epemeHHbIx




A Systematic Method for
Categorizing GN

O B 19-m BeKe AnarHo3 rnomepynapHbix 3a60neBaHuin 6611 cyrybo KAMHUYECKMM U CTPOUICA Ha OCHOBaHUU
KNMHUYECKNX NPOABAEHUIN N HAINYNA NPOTENHYPUU, KOTOPAA onpeaenanacb MeToaoM HarpeBaHusA
NIOXKEYKM C MOYOM Ha CBEYKE, YTO NMO3BOJIAN0 BbISBUTb OENKOBbLIN NPeLMnmMTaT, 06pasytowmmnca npu
HarpeBaHUU

O MranTckuit war snepeq, 6oin caenaH B8 1950-e roabl nocsie BHeApPeHUA 6MONCUM NOYKKU, NPEAN0XKEHHOM
Kark u Muehrke, 6uoncua noyku no3sonana B To Bpems BblaenAaTb nponmdepatmshHyto dopmy (1 tmn) nam
OCTPbIN rnomepynoHedppuT, U He-npoandepaTuBHyto dopmy (2 TMn) rmomepynoHedpuTa,
aCCOUMMPOBAHHYIO C HEPPOTUYECKMM CUHAPOMOM

O C noasneHnem ummyHodpa00OpeCLEHLNM U SNEKTPOHHOM MUKpocKonun B 1960-e rogbl buoncma novku
6MonCcMA NOYKM CTaNa KNOYEBbLIM MUCC/Ie40BaHMEM A1A YCTAHOBKU ANArHO3a MOMEPYAAPHOro
3aboneBaHuA

O Kateropusauus Tuna rnomepynoHedputa 3a4acTyto Npeactasaana TPYAHOCTU ANA KANHULMUCTOB,
MOCKO/IbKY AMarHo3 nHorga 6a3nMpoBasnca Ha KAMHUYECKUX NPOSBAEHUAX (Hanpumep —
HbICTPONPOrpeccUpyoLniA riomepynoHedpuT), MHORAA Ha 3TUONOTMKU (HaNnpMMep — NOCTCTPENTOKOKKOBbIM
rnomepynoHedpuT), a MHOrAA HA MMCTONOTMYECKUX AaHHbIX (HANpMMep — MaIOMMMYHHbIN
rnomepynoHeppuT)

O K Tomy e y noyeyHbIx Mopdonoros He bbi10 CTaHAAPTU30BAHHOIO METO/a ONMUCaHUA TMCTOIOTMYECKNX
Haxo40K

Richard J. Johnson, Stuart J. Shankland, and M. Scott Lucia. J Am Soc Nephrol 27: 1265-1266, 2016. doi: 10.1681/ASN.2015101160



PekomeHpaumu KGIGO 2012 no neyeHUto rnomepynoHeppuUtos cogepr<ar

pasaenbl, NOCBALLEHHbIE:

 crepouna-uyBcTBUTENBHOMY HEDPOTUYECKOMY CUHAPOMY U CTEPOULL-
PE3NCTEHTHOMY HEPPOTUYECKOMY CUHAPOMY YV AETEN

1 60n1€e3HN MUHUMaANbHBIX USMEHEHWUI

d nanonatmnyeckomy poKasnbHOMY CErmeHTapHOMY MTIOMEPYIOCKAEpPOo3y

d nanonatmnyeckoit membpaHo3HOM HedponaTUm

J membpaHonponndepatusHomy rnomepynoHeppury

 rnomepynonedputy, accounmmpoBaHHOMY € UHPEKLMOHHbIMU
3aboneBaHnAMMU

 IgA HedponaTum u HedppuTy nypnype leHox-LLleHnsainHa

J BonyaHoyHOMY HedpUTy

d nayuy-mmmyHHoMy PpOKaNnbHOMY U CErMEHTapHOMY rnomepynoHedpuUTy

J aHTKM-TBM aHTUTENBHOMY TOMEpPYNOHEDPUTY

Kidney International Supplements 2012 2(2)
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lnaBa 16. BBegeHue B rnomepynsapHbie 3abonesaHmna: ructonornyecKas

KI'IaCCM(IJMKaLI,MH N NaToreHes

O TomepynapHblie 601€3HM MOTYT UMETb MHOXECTBO NMPUUYUH U XapaKTepU3yoTcA Pa3IUUYHbIMU
KAMHUYECKMMM NPOABNEHUAMM

d HekoTopbie rmomepynspHblie 60/1€3HN MMEIOT 0bLlee Ha3BaHUE — MOMepPY/IOHePPTbI, UYTO
noapasymeBaeT MUMMYHHbIA I UMMYHOBOCMNANINTENbHbIN NAaTOreHes

U xoTs B HEKOTOPbIX CUTYaALUAX ANArHO3 MOXKET BbITb NOCTaBAEH Ha OCHOBAHUU KIMHUYECKUX U

NabopaTopHbIX AaHHbIX, BUONCUA NOYKM HYXKHA KaK ANA KnacCuPMKaumm ,Tak n ana onpeaeneHus

NPOrHo3a

B ngeane, nccnegoBaHme goaXKHO NPOBOAUTLCA C MOMOLLbIO CBETOBON, MMMYHOPNOOPECLLEHTHOM U

3N1EKTPOHHON MUKPOCKONUM

Ncnonb3yAa 3TOT NoAxXo4, MOXKHO ANArHOCTUPOBATb TMCTO/IOTMYECKMN NPOPUAb NOBPEXAEHUA

HeKoTopbie npoduan nospexgeHna moryT 6biTb 4ONOAHEHbI 1abopPaTOPHbIMU TECTAMMU C LLE/bIO

YCTAaHOBAEHUA STUONOTUN

OA4HaKO, NOCKObKY BapMaHTbl IEYEHMA 3a4aCTy0 pa3pabaTbiBaaoCh ANA cneunduruyecKkmx

MCTONIOTMYECKMX BAPMAHTOB, TMCTOIOTMYECKMIN NOAX0A OCTAaEeTCA NPeAnoYTUTENbHbIM

C OO0 O




4-e uspaHue:

MWHMMaNbHble U3SMEHEHUA C
HEPPOTUYECKMM CUHAPOMOM

MepBUYHbIE M BTOPUYHbIE (HE FeHEeTUYECKME)
NPUYUHBbI GOKANBbHOTO N CErMEHTAPHOrO
[TIOMEpPYNoCKNepo3a

HacnepctBeHHble NPUYMHBI HEDPOTUYECKOTO
CUHApPOMA

MembpaHo3HaA HedponaTmA
MembpaHonponnpepaTMBHbIN
rnomepynoHedpuT, 60ne3Hb NNOTHbIX
AEno3nTOB U KPUOrNobyanHeMuyecKknis
rnomepynoHepput

IgA-HedponaTna u NfeHox-LLeHnANH HedpUuT
AHTU-TBEM 6one3Hb 1 6onesHb Nyanacyepa
[MoyeyHble N CUCTEMHbIE BAaCKYAUTDI
BonyaHouHbIN HepUT

6-e uspaHue:

BonesHb MMHUMANbHbBIX U3MEHEHUN

MepBUYHbIE U BTOPUYHbIE (HE TEHETUYECKME)
NPUYNHbI POKANBHOIO U CEFMEHTAPHOTIO
rTIOMEpPY/I0OCKNEPO3a

HacneactBeHHble NPUYNHbI HeHPOTUYECKOTO
CUHAPOMA

MembpaHo3HaA HedpponaTmA
MembpaHonponandepaTtuBHbIn
rnomepynoHepput u
KpunornobynnHemuuyeckum
rnomepynoHeppur

nomepynoHedpuUTbl, aCCOLMNPOBAHHbBIE C
NaTo/IorMen KoOMNJaeMeHTa
IgA-HedponaTna u IgA-BackynnT
AHTU-TBEM 60ne3Hb 1 6bonesHb Nyanacuepa
[loyeyHble U CUCTEMHDbIE BAaCKYy/UTbI
BonyaHouHbIN HepUT



A Systematic Method for
Categorizing GN

O UcTopuuecku, noyeUyHblt Mop$onor onmncbiBaa rMcToIOrMYEeCKne USMEHEHUS, U XOTA
MHOTrAa 3TOro 6b110 AOCTATOYHO AN YCTAHOBKU 3TUO/IOTMYECKOro AMAarHo3a, Yaule
MMEHHO HePPONOT-KAMHULUCT YCTaHAB/IMBA OKOHYATE/IbHbIN AMAarHO3 Ha OCHOBAHUM
COBOKYMHOCTU KNIMHNYECKUX, NabOPaTOPHbIX U TMCTONOTMYECKNX AAaHHbIX

H [lepexoa, OT TIMCTONOTMYECKUX NPOPUIEN NOBPEXKAEHNA K AMATHOCTUKE, OCHOBAHHOW Ha
3TUOJ1I0TMUN U NaToreHese, HECOMHEHHO MNnpumuseeaeT K Yy/IydueHUo pe3y1bTaTOB J1IE4EHUNA

Richard J. Johnson, Stuart J. Shankland, and M. Scott Lucia. J Am Soc Nephrol 27: 1265-1266, 2016. doi: 10.1681/ASN.2015101160



maBa 8. Ugnonatnyeckum membpaHonponudepaTUBHbLIN

rmomepynoHedpurt
0 MIIMH - npodunb noBpexaeHUs Ha OCHOBaHWUM CBETOBOW MUKPOCKOMUA
U HanbHenwasa knaccndukaums Ha OCHOBAHUN BblIPaXXeHHOCTU U riokannsauunm
aenosutos (I, Il, u [l Tnun)*
O 'eTeporeHHOCTb NPUYMH
0 UctnHHo ngmnonatundeckmn MIIMH — kpanHe peakoe coctosiHue
O Bapwuantel MINIMH ¢ geno3suntamu Tonbko C3 nasectHbl nog HasBaHnem C3 H

CoctonaHuA, accoumnmnpoBaHHble ¢ membpaHonponndepaTnsHbim Npodunem noBpexaeHus

J XpoHunueckme nudekumnm (ocobeHHo renatut C)

J AytoummyHHble 3aboneBaHuna (ocobeHHo BH)

(J MoHoKnoHanbHble rammanaTtnm (0cobeHHO, 60/1e3Hb OTNIOXKEHUA NETKUX Lienen 1
MOHOK/IOHabHbIX 1gG)

J HapyweHus perynauum komnaemeHta (ocobeHHo gedununt paktopa H)

1 XpoHunueckme TpombOTUHECKME MUKPOAHTMONATUMN N UX MOCNEACTBUSA

* DNeKTPOHHAsA MUKPOCKONUA
| — cybaHaoTennanbHble 4eno3unThbl
Il — MHTpamembpaHO3HbIe AeN03UTbI

lll- cybanpoTenmanbHbie U cybanntenmanbHblie A4eN03MUTbI Kidney International Supplements 2012 2(2)



XpoHuueckune nHdpeKumm

. frenatut C (kpuornobynnHemmyeckmii MIMMH n MMNIH 6e3 kpuornobynnHemmu;)
. lenatut B

. NHOEKLMOHHbBIN 3HAOKAPAMUT, KaTETEPHBIE N «LLIYHT»-UHPEKLLUK

. LLnctocomunas, dunapmas

. Manapwua

. MuKonaasmos, rmcToniasmos, KOKKLMOA0OMUKO3

. MpnbkoBble MHDEKLMM

AyTOMMMYHHbIe 3a6oneBaHuUA

. CKB (BH IV Knacca)

. Capkounpgos

. Ccc3

. ApTepuunt Takaacy
3n0KauyecTBeHHble HOBOO6pa3oBaHUA
. Jlerkunx

. Mouek

. KT

. MonouHow xenesbl

. MpocTaTbl, MOYEBOrO Ny3bips
. MenaHoma

. Tumoma

. AHrmMocapkoma

. XpOHUYECKMIA MNENo/MMEeNOMOHOLUTAPHbIN IeliKo3,

MOHOK/IOHaNbHbIE rAMManNaTumn

. BonesHb OTN0XKeEHUA NerTKuX Lenei, 601e3Hb OTNIOKEHNA TAMXKENbIX Lenen

. Nnmdbombl/anmdonnasmaunTomsl ¢ KPMOrNOBYANHEMUYECKUM/MMMYHOTaKTOMAHbIM MIMTH
HapyweHusa perynaymum kKomnaemeHTa

. bonesHb NAOTHbIX 4eN03UTOB

. C3-rnomepynoHedput

XpoHuyeckne Tpomb0oTMHECKME MUKPOAHTMONATUU U UX NOCNEeACTBUA
. AHTMdOCHONMNNAHDBIN CUHAPOM

. [eMONNTUKO-YPEMUYECKUI CUHAPOM

. TpomboTtuyeckas TpomboumTONEHNYECKAA Nypnypa

. Opyrne TMA




PnbPUNNAPHBIN U UMMYHOTAKTOUAHbIN TOMepyoHePPUT

CBeToBasA MUKpOCKONUA ONeKTpOoHHanA MmmyHOrno6ynumHbl AccoummnposaHHble 3aboneBaHua
MMUKpPOCKONUA

AtunuuHbiii MIMMH ®dubpunnapHobiii MM MonunknoHanbHoble 1gG AyTOMMMYHHble 3aboneBaHuUA:

* CKB

* 6onesHb KpoHa

* 6one3Hb [peiiBca, nanonaTMyeckas TpomboLuToneHnYecKasn
nypnypa

* MEepBWUYHbIN BUANAPHBIA LMPPO3

* 6onesHb bextepeBa

* cuHapom LerpeHa

*  BaCKyNUTbI

3n10KayecTBEHHble HOBOOOpPa3oBaHuUA:

*  PaK WWTOBUAHOWM Kenesbl

* renaTtouenNNAapHan KapuMHomMa

* pPaK MOJIOYHOW Kenesbl

*  PaK TONCTOM KMLLUKK

*  paK NoYKM

* MmeslaHoMma

*  MHOKecTBeHHana MMeaoma

* numdonponmdbepatuBHblie 3aboneBaHnA

[fenatut C

Npyrue

MmmyHoTakTOMAHBIM H MoHoKNoHanbHbIe IgG NumdonponndepatmsHbie 3abonesaHus:
*  XPOHMYECKUI NMMdonenkos

*  aumooma

* MOHOKJ/IOHa/IbHasA raMmanaTtus

Lpyrne:
* CKB

*  ayTOMMMYHHbIE/BaCKYAUTbI
e BMY
* renatutC




CywecTtByeT nu nguonatuyecknm memopaHonponudepatuBHboin N'H? (R.Glassock)
PKU kacarowmecs neyeHna MIMIMH gatmpyrorca 1970-mum n 1980-Mm rogamMm M BEPOATHO
BKJ1IOManv nauyueHToB C pasnnyHbIMU AMarHosamm

Mep,mmpyeMble MMMYHHbIMWN KOMMNJIEKCAMU:

" UHbeKunmn
*  BupycHble: renatut C, renatut B (peako)
*  bBaKtepuanbHble: 3HAOKAPAUT, MUHOUUMPOBAHHbIE BEHTPUKYNO-aTPUaAbHbIE WYHTbI, BUCLepasibHble abcueccol, enpa, MEHUHIOKOKKOBbLIA MEHUHTUT
*  [poTo3ouHble/n Ap. MHOEKLUN: ManApUs, LWLMCTOCOMMNA3, MUKOMIA3Ma,1IeMLIMaHNO3

=  AyTOMMMYHHble 3aboneBaHuA:
*  CUCTEMHas KpacHas BONYaAHKa
*  CuHgpom LWerpeHa
*  PeBMaTOMAHbIV apTPUT

®* MOHOK/OHA/IbHblE rAMManaTum
KomnnemeHT-mHAyuMpoBaHHble (C3 rnomepynonatva u 60n1e3Hb NOTHbIX AENO3UTOB):

=  MyTaunm KomnaemeHT-perynmpyrowmx 6enkos: ¢aktop H, daktop |, daktop HR5
=  AHTUTENa NPOTMB KOMMNAEMEHT-peryanpytoumnx 6enkos: C3-Hepputnudecknin paktop, K paktopam H, |, B
=  MyTauuna ¢pakTopoB KomnaemeHTa: C3

He cBA3aHHble C MMMyHOFI'I06y1'IVIHaMM N KOMZIEMEHTOM:

= PeKoHBanecueHTHasa dasa NYC/TTMN

= AHTUPOCHONUNUAHDBIN CUOPOM

= CuHgpom POEMS

=  PaguauMoHHbIN HEDPUT

= HedponaTna accoumpoBaHHAA C TPAHCMNAAHTaLMeNn KOCTHOrO Mo3ra

= TpombOTUYECKME QHTMONATUM ACCOLMPOBAHHbIE C MEAUKAMEHTAMM

=  CepnoBUAHOK/IETOUYHAA aHEMUA U NoaMuMTEMUA, ANcCOUBPUHOreHeEMUA N Apyrre NPO-TPOMBUTUYECKME COCTOAHMUA
= [nomepynonaTna TPAHCNAAHTATA

«Mpamonatmyeckme» popmbl MIMNTH

= Hu oaHO 13 BblWEONUCaHHbIX COCTOSIHWUM

Fervenza FC et al. NDT 2012.27/4288-4294



HoBas knaccudmkauma MMM ocHoBaHa Ha NPUCYTCTBUM UIU OTCYTCTBUM
UMMYHOINooynmHoB u npucytctBumn C3 npm MMMyHO(riroopecCLeHTHOM
nccnegoBaHuU

Positive Igs

[MPGN |

Negative Igs

+/- C3

T

lg-mediated

l

|

!

+ C3

!

Complement-mediated

Monocional gammopathies Autoimmune

Dysproteinemia

diseases

Infections

'DDD | GN-C3 |

4
C3 Glomerulopathies

} }

Sethi S et al. Semin Nephrol;31(4):341-348



MembpaHonponudgepaTtuBHbIN rMoMepyrioHeppuUT

» Ig (MOHOKNOHaNbHbIE, OIUTOKNOHA/IbHbIE, MOIMKNOHaNbHbIe)+C3
v UMMYHOKOMMNIEKCHbIA MEXaHU3M
* WNHPekuunn (Ig n C3)
*  AyTOMMMYHHble 3aboneBaHus (Ig n C3)
v" MOHOKNOHaNbHble UMMYHONO6YANHBI (Ig 6e3 C3)
* bBonesHb OTN0XKEHMA MOHOK/IOHA/IbHbIX MMMYHOFNO00YIMHOB
* [pyrne MoHOKNOHa/ibHble raMManaTum

» Tonbko C3
v’ C3-rnomepynonartus

* DDD: mytayma ¢aktopa | nam MCP £ napunanbHasa amnoanuctpodumsa + «4pysoi» 1 gereHepauma
CeTyaTKu

* C3-rnomepynoHedput: myTauma ¢paktopa H nam nurnbupytowme ero aHtutena (napanpotentsoi!)
» Hun lg Hm C3 - TpombOTMYECKass MUKPOAHTMoNaTusA

= Wpuonatmnvecknit MIMNIH — anarHo3 UcCKAKYEHUa: 4eTU, MON0Able B3POC/ble, HAAMYME NOJIMKNOHANbHbIX
lg+C3, n «BCE NCKNOYEHO»




Update on Membranoproliferative GN

ConocraBneHue UCTOPUYECKON U COBPEMEHHOI NaTtoreHeTUYecKon Knaccupukauyum MIMNMrH

UcTopuueckan (ocHoBaHa Ha anieKTpoHHOW | CoBpemeHHas (ocHoBaHa Ha
MUKPOCKONUM) ummyHodaopecLeHLun)

Knaccudpukauma MIMMH 1: Cy6aHagoTennanbHbin MIMMH NmmyHoKomneKcHbi MIMTH
MTIITH NmmyHornobynuHbel 1 kKomnaemeHT no NP
(mapanpoTeunHbl, BUPYCbl, BKTOMMMYHHbIE
3aboneBaHunn)
MIMIH 2: NaoTHble cybaHaoTENNANbHbIE KomnnemeHT-accounmnpoBaHHbii MIMNTH — C3
Aenosutbl (60i1e3Hb NIOTHBIX AEeNO3UTOB) AomuHupyet no UP (C3 rnomepynonatuna)
MIMIH 3: Cy6aHaoTennanbHbIn MTIIH He cBA3aHHbIN C KOMMNAEMEHTOM U
MemMmbpaHonpoandepaTUBHbIN C MMMYHHbIMM KOMMNAEKCAMMU

NHTPaMeMbBPaHO3HbIMUN U
cyb6anuTennanbHbIMM Aeno3nTamm

HeratnsHaa U (TpomboTmyecKasn
MWKPOAHIMonaTma

ClinJ Am Soc Nephrol 9: 600-608, 2014. doi: 10.2215/CJN.06410613
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the International Kidney and Monoclonal Gammopathy Research Group. Nature Reviews Nephrol 2019; 15(1): 45-59.



C3 glomerulopathy: consensus report
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T O3HaA4aeT, YTo pa3BUTUe 3aboneBaHMNA NPOUCXOANT BCAEACTBME HAPYLUEHUMN
KOHTPOAS aKTUBaLU MU, AENO3ULUN UAN Aerpadalivm KOMANEMEHTA, U
XapaKTepPU3yeTca NPeEMMYLLLECTBEHHbIM OT/IOXKEeHMeM pparmeHToB C3 B KAyHOoUKax»

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
deposns in the glomcruh of thc k1dr1cy

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 patlents w1th C3 glomcrulopath} h

U Bbino nokasaHo, 4TO y MHOIMX NauMeHToB C Aeno3nTamu C3 B Kny60L||<ax NMEKOTCS n,ecpeKTbl
perynsaTopHblX 6enoK, MHIMBUTOPOB UMM aKTUBATOPOB, anbTEPHATUBHOIO NYTU KOMMJSIEMEHTA

U HekoTtopble oedektbl accoummpoBaHbl C reHETUYECKUMM MyTaumamMn (aHoMannm reHoB dpaktopos H, |, 1
MCP)

O Opyrne gedekTbl accoumMmMpoBaHbl C HAarNMYneM aHTUTES, KOTopble NMB0 HEUTPaNU3YyT NHIMbupyowme
KOMMOHEHTbI KOMIMIIEMEHTA, KOTOpble 3aMeansaoT akTUBaLUMIO anbTepHaTUBHOIO Kackaga (Hanpumep
aHTuTena Kk paktopy H), nnbo ycunueatoT 3Ty aktuBauuo (Hanpumep C3-Hedputmndecknn paktop)

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




C3 glomerulopathy

HopmanbHbii A /% * N T et NS d SN MonynyHHbIN npodub
knyboyek el T TR 2 e g % ;

IKCCYAaTUBHbIN
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
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conclusions from a Kidney Disease: Improving Global Outcomes
(KDIGO) Controversies Conference

O Tepmunu «membpaHonpoandepatUBHbIN» romepynoHedpPUT CoXpaHAET CBOe 3Ha4YeHUe B KayecTse
rMCTONOMMYECKOro ONUCaAHUA INMOMEPYISPHOro NOBpPEXAEHNSA, OAHAKO YyrnybaieHHoe NoHMMaHue
npupoabl C3 rnomepynonatum (C3 I'M) 1 MOHOKNOHANbHbIX FAMMANAaTMM NOYEYHOro 3HAYEHUA
(MI'M3) TpebyeT HOBOM HOMEHKNATYPbl, OCHOBAHHOW Ha NaToreHes3e, a He TO/IbKO Npodune
noBpexaeHuns

J Bonee Toro, rucronornyeckme nsmeHeHusa npu C3 N v MIM3 ganeko He Bcerga BbIrNAAAT KaK
MmembpaHonponndepaTUBHbIN NTOMePYNoHeGPUT

d Mostomy 06HOBNEHHbIE KINMHUYECKME NPAKTUYECKME peKOMeHAaUumM NoayepKmMBatoT
AMNArHOCTUYECKUM NOAX0A, YYUTbIBAKOLWMIM N NAaTOGU3NONOTUIO N TMCTONOTUYECKUE AaHHbIe

J Co BpemeHeMm 3TO MOKET MPUBECTU K YCTPAHEHMIO MOHATUA «MeMbpaHonpoindepaTUBHbIAY
[IOMepPYNOHEePPUT KaK AMArHOCTUYECKOM KaTEropmumn, XOTA OCTatOTCA NPOTUBOPEYNS, CBA3AHHbIE C
NepeKPeCcTHbIMM MEXaHU3MAMM NMOBPEXKAEHMSA, a TaKKe C TeM GaKTOM, YTO YaCTb C/TIy4aEB TaK U
OCTaHYTCA «MANONATUYECKUMU»

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

MaToreHeTMUYECKUI Nnoaxoa, K rnomepynoHedppuram

MaToreHeTUYeECKMiA TN Mpumepbl 3aboneBaHni

MMMYHOKOMNNEKCHbIN IgA HedponaTua

rnomepynoHepput BonyaHoYHbIV HEQPUT
dUbpuNNApHbLIK rnomepynoHedpuT (NonnkaoHanbHbii/AHKIBI-no3nTUBHbLIN cyb6TMN)
rnomepynoHedpuT, aCCOLMNPOBAHHDBIN C UHPEKLMAMMU
KpuornobynmHemumyeckuii rnomepynoHedpuT (cmewwaHHaa KkpnornobynnHemms |l m lll Tmna)

ManonmmyHHbIN ANCA-accoumMnpoBaHHbIN BaCKyAUT

rnomepynoHeppuT ANCA-HeratTMBHbI MaJIOMUMMYHHbIN rIOMepynoHedpuT

AHTU-TBM rnomepynoHedput AHTU-TBEM 60onesHb

nomepynoHedppuT, BonesHb 0TN0XKEHMA MOHOK/IOHA/IbHbIX UMMYHornobyanHos (LCDD, HCDD, LHCDD)

aCCOUMMPOBAHHbIN C MponndepaTnBHbIN rnomepynoHedpUT ¢ AeN03UMTaMMU MOHOKNOHANbHbIX MMMYHOTrnobynmHos (PGNMIG)
MOHOKNOHAIbHbIMU KpuornobynnHemuyeckuii rnomepyioHedpuT (MOHOKNOHaNbHaA KpnornobyanHemums | Tuna)
MMMYHOT/106yIMHaMM NMMyHOTaKTOMAHAA rIoMepynonaTua

dunbpunnsapHbid rnomepynoHedpuT (MOHOKNAOHANbHbIN cyoTUN)

KomnnemeHT-meanmpoBaHHbii -~ C3 rnomepynoHepput
rnomepynoHepput Bone3sHb NnoTHbIX Aeno3uTtos (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,
RemBRISuANENIRRPPISHRGIréaN

MatoreHeTuyeckuiit Tun | Cneunduryeckue sabonesaHus Mpo¢dunb noBpexaeHUA (o4aroBbiii UK LLIKanbl nam Knaccol
Andy3HbIN)

MmmyHOKoMNneKcHbIN  IgA HebponaTusA, IgA BaCKyIUT, BONYAHOUYHbIM  Me3aHrmanbHbIN, S3HAOKANUANAPHDLIN, OkcdopAackan wrana MEST

rnomepynoHeppur HeppuT, romepynoHepput 9KCYAATUBHbIN, membpaHonpoandepaTUBHbIN, ans IgA HedponaTum
aCCOLMMPOBAHHbIN C UHEKLMAMMU, HEKPOTU3MPYIOLLUNIA, MONYAYHHbIMN, Knacc BonyaHo4YHOro
dbnMbpunnApHLIN rnomepynoHedpuT ¢ CKneposumpyrowmin, bonee ogHoro npodpuna HedpuTa NO Knaccndmkaunm
[,en0o3UTamMm NOJIMKNOHANbHbIX Ig ISN/RPS

ManoMmmyHHbI AHTN-MPO ANCA-accounmpoBaHHbIn HekpoTusunpytownii, NOAynyHHbIN, ®OoKanbHbIN, MONYNYHHbIMN,

rnomepynoHedpuT rnomepynoHedpuT, aHTU-PR3 ANCA- CKNeposupyrowmii, uamn 6onee ogHoro npodpuna CK/IEPO3UPYHOLLMIA U
accoumpoBaHHbI rnomepynoHedput, ANCA- CMEeLLAHHbIN KNacchbl
HeraTMBHbIN romepynoHeppuUT (Berden/EUVAS)

AHTU-TBEM AHTU-TEM rnomepynoHedput HeKkpoTusupyowmn, NnoayayHHbIN,

rnomepynoHedput CKNepPO3MpPYHOLWMI, NN CMELLAHHbIN

nomepynoHeppuT C bonesHb OTN0XKEeHNA MOHOKNOHANbHbIX Ig, Me3aHr1ManbHbIN, IHAOKAMUANAPHBIN,

Aeno3nTamu nponudepaTUBHbIN romepynoHeppuT ¢ 3KCyAaTUBHbIY, MembpaHonponudepaTUBHDLIN,

MOHOK/IOHaNbHbIX Ig AEeno3nTamMmm MOHOKNOHANbHbIX Ig, HEKPOTU3UPYIOLLUIA, MONYNYHHbIMN,
MMMYHOTaKTOMAHAaA IMoMepy/ionaTus, cKkneposupyrowmin, bonee ogHoro npodpuna

dnbpPUNNAPHDLINA TNoMepyNoHeDPUT €
Aeno3nTamm MOHOK/IOHaNbHbIX Ig

C3 rnomepynonarua C3 rnomepynoHedpuT, 601€3Hb NAOTHbIX Me3aHrnanbHbI, SHAOKANUNNAPHbBIN,
AEeNno3nNTOB 3KCyAaTUBHbINA, MembpaHonponudepaTUBHbIN,
HEKPOTU3UPYIOLLLUIA, NONYNYHHbIN,
CKNepo3upyowmin, 6onee ogHoro npodpumns

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



Mpumep 1

Mpumep 5

OCHOBHOM AMAarHO3: UMMYHOKOMMJIEKCHbI HedpPUT, accoumMnpoBaHHbIN ¢ renatutom C (OcHoBHOM AnarHos: aHTU-FBM I'H (aHTuTena K FTBM no KAMHMYECKMM AaHHbIM)

(No KNAMHUYECKUM AaHHbIM)

Mpodunb noBpexkaeHna: MIMNrH

JononHUTeNbHblE HAXOA4KN: UMMYHHbIE MUKPOTPOMObI C ITIOMEpPYASAPHbIX KAaNnUANapax,
BEPOSTHO 06Cy/IoBAEHHbIE KpnornobynmHemmen Il Tuna

XpoHu3auma: ymepeHHas (oueHKa no WkKane xpoHusaumu 6/10)

Mpumep 2

OcHoBHOM AgunarHos: IgA HedponaTua

Mpodurnb NOBpeEXKAEHUA: ME3aHITMONPOANDEPATUBHDBIN U CKAepo3upyowmin M'H

LLikana oueHkn: M1, EO, S1, T1, CO no Okcodopackon KnaccuduKkaumm

Mpumep 3

OcHOBHOM AnarHos: ¢pubpuanapHoln M

Mpodurnb NoBpeXAEHUA: Me3aHIMoNPoANdepPaTUBHLIN U CKAepo3upyowmin M'H
JononHuTenbHble HaXOAKN: MONOXKUTENbHAA OKpacka Ha DNAJBY , HeraTueBHaA oKpacka
KoHro-KpacHbIm

XpoHu3auma: ymepeHHas (oueHKa no WKane xpoHusaumu 6/10)

Mpumep 4

OcHoBHoWM anarHo3: ANCA-accouumpoBaHHbI TH (aHTUTena K PR3 No KAMHUYECKUM
AaHHbIM)

Mpodurnb NOBPEKAEHUA: HEKPOTUIUPYIOLLMI U NOAYNYHHBIM TH

Knacc: ovarosbii

JononHUTeNbHbIE HAaXOAKWU: BblpaXKeHHbii OKH

XpoHu3auma: nerkas (oueHKa no wkane xpoHumsaumm 3/10)

Mpodunnb NoBpeEKAEHUA: HEKPOTUIUPYIOLLNI U NONYNYHHbIM H
|

I[l,ononHMTeanble Haxo4KW: BblparkeHHbIM OKH

XpoHuM3auma: nerkas (oueHKa no wkane xpoHmsaumm 3/10)

Mpumep 6

OCHOBHOI guarHo3: npoandepatnsHbiii NH ¢ geno3utamm MoHOKNOHaNbHBIX IgG kappa
(PGNMID)

Mpodunb noBpexkaeHmna: MMTH

.H,OHOHHVITeanbIe Haxoaku: 1gG3 cybknacc

XpoHu3auma: ymepeHHas (oueHKa no wkKane xpoHusaumu 7/10)

Mpumep 7

OCHOBHOM aMarHo3: KkpuornobynnHemumueckuin N'H, Tun |, c MOHOKNOHaIbHbIMU
peno3sutamu IgM kappa (MakpornobynnHemua BanbgeHcTpema no KAMHUYECKUM AaHHbIM)
(Mpodunb nospexkaeHua: MIMNIH

\[LONONHUTENbHbIE HAXOAKW: UMMYHHbIE MUKPOTPOMObI B IIOMEPYAAPHbIX KAaNUANAPAX U
apTepuonax

|OcHoBHOM AaunarHo3: C3 H (accounmnpoBaHHbI C MOHOK/IOHAIbHOM rammanaTuei
NnoYeyHoro 3HaueHus)

Mpodunb noBpexkaeHmna: MMrH

|{JononHuTenbHble Haxoakn: C4d - HeraTUBHO, METOAMKA C MPOHA30M He BbiABUAA
3aMaCKMPOBAHHbIX AeMn03MTOoB Ig

XpoHuM3auma: ymepeHHas (OLeHKa Mo WwKane xpoHunsaumm 7/10)

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



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

MmmyHOrnobynuHbl +/- KomnnemeHT
AyToMMMyHHble 3aboneBaHuA 18 28.5 CuctemHas KpacHaA BO/MaHKa 17
PeBmaToMAaHbIM apTpUT 1
MHdeKunoHHble 3abonesaHuna 24 38 lenatut C ¢ KpnornobyanHemuemn 11
fenatut C 6€3 KprornobynmHemmnm 3
lenatut B ¢ KpnornobynmHemmen 1
fenatut C 6€3 KprornobynmHemmnm 2
XpoHunyecKaa BIb-nHdekums ¢ 1
KpuornobynmeHmmnemn
MoCTUHPEKUNOHHbIN 6
rnomepynoHedput
NumdonponudepartusHblie 9 14.2 He-xogKKuMHCKaa ammdoma 5
3a6o0neBaHMA U MOHOK/IOHa/bHbIE MakpornobynneHmua 2
rammanaTtmm NOYe4yHOoro 3Ha4YeHuA BanbgeHcTpema ¢
KpuornobynmHemmemn
MTITI3 2
TonbKo KOMNAemeHT
C-3 rnomepynonartusa 8 12.6 BonesHb NAOTHLIX 4ENO3UTOB 1
C3 rnomepynoHedpput 7
Het geno3utos
TpomboTuueckue 4 6.3 MNepBuyHbIN ADC 3
MUKpOaHrmonaTtum BropuuHbin AGC 1

E.B. 3axaposBa, E.C. Cronapesny. WCN 2017, MexukKo. 24 anpena 2017, nocTepHbIN A0KAAL,




C3 rnomepynonartum
1 18 naumeHToB B Bo3pacTe oT 18 ao 67 net (2003-2018rr) c mopdonornyeckn sepudnLmMpoBaHHOM
peno3unument C3 B NOYEYHOM TKaHU
J BonbHble CUCTEMHOM KPaCcHOM BONYAaHKOW, KPUOTN0OYIMHEMUYECKUM BAaCKYIMTOM, N NAUUEHTbI, Y
KOTOpbIX Npeobiagann Aeno3uTbl NOIMKNOHAbHbBIX |g pa3InyHbIX KNaccoBs, ObIIN UCKNOYEHDbI U3
nccnenoBaHuA
J Mommnmo AaHHbIX CBETOBOM MUKPOCKOMUU, UMMYHOMDIHOOPECLIEHTHOTO, U, B 2 CNYYasaX, SN1eKTPOHHO-
MMKPOCKOMNYECKOTO NCCNeA0BaHNA, aHAIM3NPOBAIN CAeayoLLMe NapaMeTpbl:
* non
e BoO3pacT AebroTta 3aboneBaHumA
*  A/INTENbHOCTb TEYEHUA A0 BbINOJIHEHNA HEPpobMoncmm
* KJIMHWUYECKUE NPOABNAEHUA W accoumaLmm
* NpoBOAMMAA Tepanua
e J/INTENbHOCTb HabatoaeHUA
* JAMHAMWKa KIUHUYECKMX NPOABAEHNN

E.B. 3axapoBa u coaBT. Hepponorua n Ananns 2019 T 21 Ne 4 ctp. 474-475



Mapametp OnntenbHocTb, MeguaHa \| %

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

OnntenbHocTb 3a6oneBaHua ao 6uoncum (mec) 42 [2; 228]

KnuHuueckune npoasneHus

° HedpoTtuueckuit cuHgpom 9 50
° MuKporemartypus 14 78
° ApTepuanbHaa runepTeH3usa 13 72
o HapyweHue pyHKLUUM noueKk 7 39
CHuKeHue ypoBHA C3 B CbIBOPOTKE KPOBU 11 61
CeseTtoonTunuyeckuii npopuab

° Mem6paHonponudepaTnBHbIif 9 50
° MesaHrnonponndepaTmsHbIii 4 22
. Ouarosbiit NponndepaTUBHbLIN U CKIEPO3UPYIOLLUA 3 17
° AnddysHbin nponndepaTnsHbiin 2 11
Aeno3utbl

° Tonbko C3 6 33
° MNpeo6bnapgaHue C3 12 67
KnnHuuyeckue accoymauymum

° NocTuHdeKUMOHHbIN rnomepynoHedpuUT 7 39
° MoOHOKNOHaNbHaA rammanaTua 2 11
Tepanua

° MmmyHocynpeccusa 9 50
o Xumunotepanua 2 11
° HedponpoTtekuus 7 39
DnutenbHocTb HabnogeHusa nocne 6uoncum (mec) 46 [1; 300]

DanbHellwee TeueHue

° Crabunusauyua/ynyywenue 17 95
° MporpeccupoBaHue 1 5

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




L OGHapy>keHO SIBHOE IPpe00IIalaHie MOJIOABIX MAIMEHTOB MYKCKOTO I10j1a, Tak B 14 (78%) ciryyasx
BO3pacT AcOroTa 3adoieBanusa Obl1 <30 jeT, a B 5 (28%) ciiyuasix AeOrOT MpUIIeNICcsS Ha ASTCKUN U
ITOAPOCTKOBBINM BO3PACT

J Bonee uem y 3/4 60nbHbIX MMenacb rematypusn, 6onee yem y 2/3 — aptepmanbHaa rMNepTeHsns, B
NOJIOBMHE C/Iy4aeB BbIABNANCA HEDPOTUYECKUN CMHAPOM, Boslee YeM y TPETU - HapYLLEHNE GYHKLUMU
no4ekx

1 B 60% cnyyaeB 6bl10 06Hapy»KeHO cHU»KeHMe C3 B CbIBOPOTKE KPOBMU

1 Y nonosuHbI 601bHbIX NPU CBETOBOM MUKPOCKonuu BbisieneH MITH, B ocTanbHbIX caydasx
obHapyXeHbl Me3aHrnonpondpepaTUBHbIN U 04aroBbi an Anddy3HbIN NPOANPEPATUBHbIN
npoduan

O B Tpetn cnyvaes npu uMmyHodpAr0oOpecLeHUMN BbIABAANUCH TONbKO Aeno3nTbl C3, Y 0CTaNbHbIX
H60NbHbIX MHTEHCUBHOCTb cBeYeHnAa C3 npeobnagana Hag UHTEHCUBHOCTLIO CBEYEHUA |g

Y 7 monoapix naumeHTos 3abonesaHme maHmdpectmuposano B suae NNMH, ay 2 6onbHbIX cTapLue 50
net 6bina agnarHoctmpoBaHa MIT13

O UmmyHocynpeccmBHYIO Tepanuio noayydanun 9 6onbHbIX. /ivwb y 1 naumeHTa Npu ganbHenwem
HabtoAEHUN OTMEYEHO MmeaieHHoe nporpeccnpoBaHune XbI, y octanbHbiX 60/1bHbIX PYHKLNA NOYEK
OCTaBa/slaCb CTabUNbHO COXPAaHHOM UM BOCCTAaHOBMAACH

1 O6oum naumeHtam c MIMT3 npoBoannacb xummotepanua — ¢ spdeKkTom

E.B. 3axapoBa un coasT. Hepponorma u Ananns 2019 T 21 Ne 4 cTp. 474-475



bonbHo C, 76 nert

AHamHe3: 3a rog, 40 rocnuTaansaumMm Nocae yKyca Kaeula AnarHoctuposaHa 6onesHb Jlaiima. C 3Toro BpemMeHu cTan
TepATb B Bece, NoABUAACL CNaboCTb. BbiABAEH NeKoUNTO3 A0 22 Tbic/MKA ¢ AMmdoumnTo3om Ao 60-70%, ymepeHHas
aHemmusa, aHaM3bl Mo4mn - 6e3 natonornun. IMarHoCTMPOBAH XPOHMYECKM Anmdoneikos, XT He npoBoamnack. 3a mecal,
[0 rocnuTanu3auuu - nosbiweHne Al o 150/90 mm PT.CT., OTEKU HUMKHUX KOHEYHOCTEN.

Mpwn obcneposanHnu: He 94 r/n, N1 18,1 Tbic/MKkA, AumoounTbl 62%, obuwmii 6enok 51 r/n, KpeaTUHUH 124 mKMmonb/ A,
mMmoueBuHa 9,1, xonectepuH 6,9 mmonb/n, npoTenHypua 2,6 r/n, sputpoumtsl 30-35 B n/3peHun

buoncua noykum:

CeeToBaa MuKpockonua: B npenapate 17 knyboukoB. KnyboukM yBennyeHbl B pasmepax, UMerT 40/1b4aTyo CTPYKTYpPY 3a
CYeT Me3aHrMaNbHOM N SHAOKANUANAPHON NpoandepaLmn ¢ 3a4epKKon 60abLIoro Yncna NIMMPoLMTOB C NPUMECHIO
HeNTPOdUNOB B NPOCBETE KANUNNAPHbIX NeTenb. OTaeNbHble KaNUANAPHbIE NETAM YTONLWEHbI, OTMEYAOTCA e4UHUYHbIE
ABOVHble KOHTYpbl. He6onbwon anddy3HbIn CKNepo3 MHTepCcTUUMA, peakas andoysHana MHUAbTPaALUA
MOHOHYK/IeapHbIMU KNneTkamm 6e3 sBneHui TyoynmnTa. Aptepmm — HeboNbLLIOW apTeEPMOCKNEPO3. APTEPUObI He
N3MEHEHbI

NmmyHodntoopecueHLUA:

Ig G - nepndpepuna KaNUNANAPHbIX NeTesib U Me3aHTUM ++

Ig A- HeT

Ilg M — nepudepuna KanuAnAapHbIX NeTeNb U Me3aHrMmn +++

C3 ToXe,ut0 IgG.

PUBPUH — NHTEPCTULMNA ++

Kanna — HeT.

Nambpa — 1o XKe ,ut0 Ig G .

3aknouyeHuMe: KapTuHa membpaHonponudepaTnBHoro rmomepynoHedppura.

MmmyHOoXMMMUUYecKoe uccneaoBaHue CbiIBOPOTKU KPOBU U MOYUN: MOHOK/IOHA/IbHAA CeKpeLua He BbIABNEHa,
KpuornobynuHbl — otp.

MmmyHodeHoTUnnpoBaHue AMmedpounToB nepudpepruuyeckoim KPOBU: MOHOKIOHaNbHaA npoandepauyusa B-numpouutos
¢ peHotunom C9A+, CD23-, CD20+, CD38-, FMC7-, uTO COOTBETCTBYET AIelKeMmusauum iMMmepombl U3 KNeTOK MaHTUAHOM
30HblI

LuTtoreHeTnuecKoe uccaenoBaHMe KOCTHOrO mo3ra U nepudepuyeckon Kposu: B 52% agep BbiasBeHa TpUCOMUA
xpomocombl 12, B 14% aeneumna 13q14, xapaktepHble A1 XPOHUUYECKOro B-knetouHoro anmeoneitkosa




bonbHasa K., 63 net

AHamHe3: MArkas aptepuanbHasa runepTeH3na MHOro eT. 3a roa, 4o rocnutanansaumm, nocne OPBU - oteku, MY ao 3 r/n,
3p — BCe N/3p, ymepeHHaa runonporemMHeMmns, modesmHa 8,8 MMosib/n, nosblweHne yposHaA JIAT, He 113 r/a. B TeyeHne
rofa notepsana B Bece 16 Kr. 3a 2 mecaAua A0 rocnutannsaumm nosbiwenme T go 39,C, Kawenb. NY 6 r/n, KpeaTUHUH
KpoBu 179 mKmonb/n

Mpu o6cnepgoBanun: He 99 r/n, 1 5,4 x10*9, Tp 450-203 Tbic/Mmkn, CO3 120 mm/u, 0.6enok 56,4 r/n, moyesmHa 8,0
mmonb/n, NAr 551Ea/n, CPB 1,6 mr/n, cbiB. 3keneso 15 mkmonb/n. NY 2 r/n, N 22-25, 3p - ao 100 B n/3p.
NMMyHOXMMUYECKOE UccnesoBaHMe CbiIBOPOTKM KPOBU M MOYUU: CnefoBas SKCKpeLuma benka beHc-[xoHca Kanna. KT:
nmmdoageHonaTnsa cpeaoctTeHna, AMmdoaaeHonaTna 6POWHON NOMOCTU

buoncuma noyku:

CseToBas MMKpocKonus: B npenapate 11 knyboukoB. Knyboukun ysenmyeHol B pazmepax, 60/1bLUIMHCTBO U3 HUX UMeeT
[O0NbYaTYIO CTPYKTYPY 3@ CHET Me3aHrMaibHOM M SHAOKANUANAPHOM Nponndepaumm c 3a4epKKon AMm¢poLmToB B
nNpocBeTe KanuANApHbIX NeTenb. CTEHKU KaNUANAPHbIX NeTeNb YTO/LWEHDI, UMEIOTCA OTAE/IbHble ABOWHbIE KOHTYPbI
OTeK nHTepcTmuma, bopmupyrowmnca gudpdysHo-o4arosbin HTEPCTULMANBHBIN Gnbpo3. Anddy3Ho-ouarosas,
AO0CTAaTOYHO NNOTHAA MHOUABTPAUMA UHTEPCTULMNA TMMPOLMTAMU C NPUMECBIO HENTPODUNOB. APTEPUN, aPTEPMODI -
6e3 ocobeHHOCTEMN

NmmyHodaoopecLeHLNA:

IgG - nepudepuna KaNnUANAPHbIX NeTeNb +++

IgA - cnenpbl

IgM - HeTt

Clq - 10 *Ke yTO I1gG ++

C3 -10 e, uTo IgG ++

Kanna—To e IgG +++

Nambpa — 710 ke I1gG +++

dnbpuHoreH — HeT

3aKnoueHue: KapTuHa membpaHonpoaudepatuBHoro momepynoHeppura

TpenaHo6buoncua KOCTHOrO MO3ra: BTOPUYHbIE U3MEHEHMUA

Yepes 5 net — BbICbINAaHMA Ha KOXKe, yBeanvyeHue nepudpepudeckux numeoysnos. buoncua nnmooysna:
mopdonornyeckan KapTuHa AMmepombl, NPEUMYLLLECTBEHHO U3 MeNKUX KneTok; UIX: mopdonornyeckan KaptmHa u
MMMYHOGDEHOTUN XapaKTepPU3YIOT CybcTpaT iImm¢pombl U3 KNETOK MaHTUMN, KTaCCUYECKUIA BaApPUAHT, C HOAYNAPHO-
andPpysHbim poctom. NponudeparnsHan ¢ppakuma 10%




bonbHaa H., 72 net

AHamHe3: Okono 10 net apTepuanbHas runepTeHsna. 3a 3 roga 4o rocnuTaamnsaymm nepeHecna herpes zoster., 3a rog,
[0 rOCNUTANMU3aUMN - OTEKU HUMKHUX KOHEYHOCTEN M BbICbIMAaHUA HA KOXKe. 3a 3 mecALla 40 rocnuUTanm3aumm Cyxom
Kawenb, cybdebpunutet. He 86 r/n, 0.6enok 54 r/n, kpeaTnHUH 209 mkmonb/n, MY ao 3 r/n, Op ao 40 B none 3peHus. 3a
mecaL, go rocnutanmnsaumnm C3 B Hopme, C4 0,05r/n, cnepoBas MOHOKNOHaNbHAA cekpeuus IlgM-kanna,
Kpnornobynumubl+++, PO 4 Hopmbl, HBSAg n HCV oTp.

Mpu o06cnepgoBanmm: He 102 r a, J1 6Tcbl/MmKA, nu, go 30%, Tp 592Tbic, CO3 Ao 60 MM 4. KpeaTUHWH 169 MKMoAb/N,
0.6enok 49 r/n, anbbymuH 24 r/n Npotennypua go 3,6 r/cyt, /1 30-40 B n/3p, Op Ao 100 B n/3p.

buoncua nouku:

CseToBasa MmmKpockonus: 10 Knybo4Kos, 3 U3 HUX MONHOCTbIO CK/IEPO3UPOBaHbI. KNybo4ykuM yBeIMUYEHbI B pa3mepax,
MMEIOT A0/1bYATYHO CTPYKTYPY 3a CYET BblPaXKeHHOM Me3aHrMaaibHOM U 3HA0KAaNUANAPHON nponndepaymn. CTeHKu
KanuUANAPHbIX NeTeNb YTONLWEHbI, UMEKOTCA MHOFOYUC/IEHHbIE ABOMHbIE KOHTYPbl M MHTEPNO3U3NA Me3aHrua. B 2
KNybouKax BUAHbI KPYMHbIE MHTPANOMUHANbHbIE AENO3UTbI NO TUNY KTMAaNNHOBbLIX TPOMBOBY. B ogHOM Knybouke
onpeaenaetcs Hebonblwoe ¢nbpo3Ho-KNeTouHOoe nonynyHue. Otek nHtepctmums, auddysHaa pearaa HGUNbTpPaLUA
MHTEepCTULUMA nnmeoumTamun. Aptepmnonsl — 6e3 ocobeHHocTen.

NmmyHodntoopecueHums:

IgG - nepndpepmna KaNMANAPHbIX NeTeslb U Me3aHTUM ++

IgA - HeT

IgM - nepudepuna KanuanApHbIX NETENb U ME3aHININ +++

C3 - 1o *Ke, uTO IgM +++

Kappa - 10 ke, 4to IgM+++

Lambda T0 ke, uto IgM+++

Clg —Het

3akntoueHue: KaptuHa membpaHonponndepaTtuBHOro rmomepynoHeppura ¢ KpynHbimu cyb6aHaOTENNANbHBIMU
Aeno3utamu. KommeHtapum: flaHHaa mopdonornyeckas KapTMHa XapaKkTepHa g1a KpuornobyamHemMn4eckoro
HedpuTa

TpenaHobuoncua KOCTHOro mo3ra: Mopdonoruyeckasn KapTMHa U UMMYHOGEHOTUN COOTBETCTBYIOT HaYa/IbHbIM

NPOABAIEHUAM NOPaAXKEeHUA KOCTHOro mo3ra npu B—knetouHoit anmpome/makpornobynmHemum BanbgeHctpema




bonbHana P, 35 net

AHamHe3: C 24 neT nepuoanyecku oteku. B 29 net npm obcnegosaHmm MY 0,9r/n, dp Bce nons-25-30 B n/3p,
KpeaTUHUH 66 MKMO/b/N, HEOAHOKPATHO CKPMHUHT Ha CKB — Bce NnoKasaTenun B HopMme. Mo mecTy KuTenbcTea
MPOBOAU/IUCL «MYAbCbI» METUNNPEAHU30N0HA, NPEeAHU3010H BHYTPb 50-10 Mr/cyTKn, «nynbcbi» UmMknopochaHa
(cymmapHo 16000 mr), azatmonpuH 150 mr/cyTku, 06wWasn ANUTENbHOCTb MMMYHOCYNPECCUBHOMN Tepanun — 6 neT
Mpu o6cnepgosanuu: MY 0,7r/n, p 40-45 B N/3p, KpeaTUHUH 74mKmonb/n, aHTuTena K AHK B Hopme, C3 1.37 r/n, C4
0.32r/n, aHtTnTena Kk Clq 2.5 ea/mn

buoncua noyku

CseToBasA MMKpockonusa: 16 KNybo4YKoB, 2 U3 HNX MONHOCTbIO CKIEPO3UPOBaHbl. KNybo4yKkM yBennUeHbl B pasmepax,

BbIMNAAAT IMNEPKAETOYHbIMM 33 cYET Me3aHrManbHou (40 10-15 KN1eTok Ha 30HY Me3aHrmMa) U CerMeHTapHOM
3HAOKANUANAPHOM Nponndepaumn. HacTb KNy6OUKOB UMEET N0BYNAPHYIO CTPYKTYPY 32 CYET BbIPaXKEHHOTO
paclmMpeHma me3aHruns (B o4HOM KiybouKe no TNy HoA4yNAAPHOro rMoMepynocKaepo3a). KanunnspHble netan
HepPaBHOMEPHO YTO/ILLEHbI, UMEIOTCA eINHUYHbIE ABOWMHbIE KOHTYPbl. CUHEXMM C Kancynoli boymeHa. Hebonbluoi
o4aroBblit pUbPO3 UHTEPCTUUMA M aTpodumAa KaHanbLeB. Oyarosaa IMmdorncTMouUTapHaa UHGUAbTPaLMA. ApTepumn —
HeT B npenapaTe. APTEPUO/Ibl — MHCYAATUBHbIE U3MEHEHMUS.

NmmyHodnoopecueHUMs:

IgG — me3aHrni n nepudepuna KanMANApHbIX NeTenb ++

IgM — HeT

IgA - HeT

C3 — 710 XKe, uTO IgG +++

Clg —T10 ke, uto IgG ++

®PnbpuH — HeT

Kanna —To e, yTo 1gG +

Nambaa — 710 ke, uTo IgG +++

3akntoueHue: KaptuHa membpaHonponndepatMBHOro (MMMyHOKOMMJIEKCHOIO) romepynoHedpura.
KommeHTapum: YuntbiBas gaHHble uMMyHodAlOOpecLeHLMn Heobxoamumo ncknoumntb CKB, natonoruto cuctemoil
KomnnemeHTa (C3-HedponaTtuio), a TaKKe rnomepynoHePpUT, acCCOLUMPOBAHHDBIN C UHDEKUMeEN
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MembpaHonponudepaTUBHbIM NPOoPUAb NOBPEXAEHUA MO AaHHbIM BMONCUM NOYKM HE OTPaXKaeT Kakoe-To cneuuduyeckoe
3aboneBaHue, HO ABNAEGTCA FTMCTO/NIOTMYECKON HAXOAKOM, YacTo HabaogaeMol NPy HapyLeHMUAX aKTUBALIMM KOMMIEMEHTA
/NN NPU OTNONKEHUN UMMYHHbIX KOMMNIEKCOB

Pabouad rpynna npeanaraet UCKAKYUTb TEPMUH MeMbpaHonpopandepatuBHbin rnomepynoHedput (MMMH) us
pekomeHaaumni B nonb3y 6onee Natodnsnoiormyeckom Knaccupumraumm stux 3aboneBaHmi

leTeporeHHasa rpynna 3aboneBaHMi, KOTOPaAs MOXKeT NpPMBOAUTb K popmupoBaHuio npodpuna MIMTH, TpebyeT pasnmyHoro
NleyeHmnn, 3Tu 3aboneBaHmA AOKHbI ObITb MAEHTUOULNPOBAHbI BHE PAMOK F'MCTO/IOTMYECKOMN XapPaKTEPUCTUKM

[aHHble UMMYHONOOPECUEHLMM MOTYT MNOMOYb NPOABUHYTb AafbHeNLee 0bcneg0oBaHUE B HYXKHOM HanpaB/eHUN

Ecnu BbIABAAOTCA AEN03UTbI MMMYHOTN00YIMHOB C KOMMOHEHTAaMM KOMMNIEMEHTA UK 6e3 HUX, obcneaoBaHMe AONKHO ObIT
HanpaBaeHo Ha AnddepeHLMaNbHYO AMArHOCTUKY MeXKay 601e3HbI0 OT/I0KEHUS MOHOK/IOHA/IbHbIX UMMYHOT/106YNNHOB,
ayTOMMMYHHbIMU MMMYHOKOMMNIEKCHbIMW 3a60neBaHUAMMU, U UHDEKLUMOHHO-0NOCPea0BaHHbIMM 3a601eBaHUAMMN. Y B3POC/IbIX
NAMONATUYECKMIA MMMYHOKOMNAEKCHbIM rnomepynoHedput (MKIFH) oyeHb peaok, n Ao YCTaHOBKW 3TOrO AMarHo3sa cienyet
ybeaunTbea, 4To NCNOMb30BaHbl BCE AMArHOCTUYECKME BO3MOXKHOCTH

Ecan 4OMUHUPYIOT AeN03UTbl KOMNAEMEHTa, cneayet paccmatpusatb C3 nnu C4 rnomepynonaTuto, U COOTBETCTBEHHO
MPOBECTU OLLEHKY CUCTEMbI KOMMJ/IEMEHTA

HeratnBHaa ummyHodntoopecueHUNA NoapasyMmeBaeT BOSMOXHOCTb pAaa 3aboneBaHMn, HO NPENMYLLECTBEHHO Pa3IMYHbIX
BAPMAHTOB TPOMBOTMYECKON MUKPOAHTMONATUN



Figure 18| Causes of a membranoproliferative pattem of injury. CFB, complement factor B; CFH, complement factor H; CFHRS,
complement factor H-related protein 5; CFL complement factor |; DDD, dense deposit disease; HCV, hepatitis C virus; HIV, human
immunodeficiency virus; HUS, hemolytic-uremic syndrome; Ig, immunoglobulin; MPGN, membranoproliferative glomerulonephritis; POEMS,
polyneuropathy, organomegaly, endocrinopathy, monoclonal protein, skin changes; SLE, systemic lupus erythematosus; TTP, thrombotic
thrombocytopenic purpura.
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Figure 19| Pathophysiology of membranoproliferative lesions. DDD, dense deposit disease; GN, glomerulonephritis; HUS, hemolytic-
uremic syndrome; IC, immune complex; Ig, immunoglobulin; MPGN, membranoproliferative glomerulonephritis; TMA, thrombotic

microangiopathy.




