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CywecTByrouasn KaaccmPuKalmMa oOCHOBaHA NPEeUMYLLEeCTBEHHO Ha
mopdonornyeckom npodpune nospekaeHUA
BmecTte ¢ Tem, rnomepynoHedpimtbl — 60ablLAA Pa3HOPOAHAA NO 3TUONATOreHesy
rpynna 3abonesaHunu
ITNONOrUA:
* HacnegncrBeHHble/reHeTu4ecKmne
* MNanonatuyeckue
* B pamKax cMctemHbix 3aboneBaHunI
* BTOpUYHbIe (NeKapCTBEHHbIE, aCCOLMMPOBAHHbIE C UHDEKUMAMM,
napaHeonnacTuyeckme)
MexaHM3M NOBPEKAEHUA:
*  MIMMYHHble KOMMNEKCbl
* LIMTOKMHBI
e OKcMaaTUBHbIE MOJIEKY DI
* AHTUTena
e [lapanpoTeunHbl
* KomnnemeHT
e [ledeKTbl KONNAreHa




PekomeHpgauum KGIGO 2012 no neueHunto rnomepynoHedpputos

coaepXKart pasgensl, NOCBALWEHHble:

* CTEepoOUA-YYBCTBUTEAbHOMY HEPPOTUHECKOMY CUHAPOMY U
CTEPOUA-PE3NCTEHTHOMY HEQPOTUYECKOMY CUHAPOMY Y AeTen

* 00/1€e3HN MUHUMA/IbHbBIX U3MEHEHUWN

*  mamonaTndeckomy GoKaJibHOMY CErMEHTAPHOMY
[TIOMEPY/IOCKNEPO3yY

* namonatTmyeckom membpaHo3HOW HedponaTuUm

* membpaHonponudpepatnBHoOMy rnomepynoHedbputy

* [NOMEPYNOHEPPUTY, aCCOLMMPOBAHHOMY C MHPEKLNOHHBbIMMU
3aboneBaHuaMMU

* |gA Hedpponatum n Hedputy nypnype leHox-LLeHnAnHa

* BO/IMAHOYHOMY HedpUTY

* nayum-mMMMYHHOMY QOKa/IbHOMY U CErMEHTaPHOMY
rnomepysioHedpuUTy

* aHTU-TBEM aHTUTEeNbHOMY rNOMepynoHePPUTY
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lhaBa 16. BBegeHue B rnomepynapHbie 3aboneBaHun:

rTMCcrTosiormyecKasn KJ'IaCCM(IJI/IKaLI,I/IH U natoreHes

* [nomepynsapHblie BOIE3HN MOTYT UMETb MHOMXKECTBO NPUYUNH U
XapaKTepPM3YTCA PAa3INYHbIMU KAMHUYECKUMM NPOABIEHUAMM

* HekoTopble rnomepy/isipHbie 6o1e3Hn MmeloT obLuee HazBaHMe —
rnomepynoHedpTbl, YTO NOAPa3yMeBAET UMMYHHbIA NN
MMMYHOBOCMA/INTENbHbIA NaTOreHes

* U XOTA B HEKOTOPbIX CUTYaUMAX ANATHO3 MOXKeT bbITb NOCTaB/IEH HA OCHOBAHUM
KAMHUYECKNX M NabopaTopHbIX AaHHbIX, BMONCUA NOYKKM HYXKHA KaK anA
KnaccmpuKauum ,Tak U gna onpeaeneHmna NnporHo3a

* B wnaeane, uccnenoBaHme fOMKHO NPOBOAUTLCA C MOMOLLLLIO CBETOBOMW,
NMMYHOPNOOPECUEHTHON M INEKTPOHHOW MUKPOCKONUK

*  Wcnonb3ysa 3TOT NOAX04, MOXXHO ANArHOCTUPOBATb TMCTOIOTMYECKMM NPOoPUIb
nospeXxaeHusn

* HeKoTopble npodpunam nospexgeHnsa moryT bbiTb 4ONOIHEHbI NabopPaTOPHbIMMU
TeCTaMM C LeNIblo YCTaHOBAEHUA STUONOTUM

* OpaHaKo, NOCKO/IbKY Ie4EHUA 3a4aCTYH0 pa3pabaTbiBanoCh ana cneunduyeckmx
FMCTONIONMYECKMX BaPMaHTOB, TIMCTO/IOTMYECKMM NoAXoAa OCTaeTCA
npeanoyYTUTENbHbIM



4-e uspaHue:

MWHUMaNbHble U3MEHEHMUA C
HEPPOTUYECKMM CUHAPOMOM

MepBUYHbIE U BTOPUYHDbIE (HE TeHeTUYecKue)
NPUYNHbI POKANBHOIO U CEFMEHTAPHOIO
FMOMEPY/IOCKNEep0o3a

HacneacTtBeHHbIe MPUYMNHBLI HEDPOTUYECKOTo
CUHAPOMA

MembpaHo3Hasa HedpponaTms
MembpaHonponndepaTtMBHbIN
rnomepynoHedpuTt, 601e3Hb NAOTHbIX
AEeno3nToB U KPUOT/IODYIMHEMUYECKNIA
rMOMepynoHeppuT

lgA-HedpponaTna n lreHox-LLlennann Hedput
AHTU-TBM 60ne3Hb 1 601e3Hb 'yanacyepa
[ToYeYHble N CUCTEMHbIE BAaCKYUTbI
Bon4yaHOYHbIN HEGPUT

6-e uspaHue:

BonesHb MUHUMaNbHBIX U3MEHEHUIN

MepBuYHbIE U BTOPUYHbIE (HE reHeTUYecKune)
NPUYXHBLI POKaNbHOIO N CErMEHTAPHOrO
FMOMepYN0CKAepo3a

HacneacTBeHHbIE MPUYNHbI HePPOTUYECKOTO
CMHAPOMA

MembpaHo3Hasa HepponaTus
MembpaHonponndepaTMBHbIN
rnomepynoHedppuT 1
KpnoraobynuHemmyeckun rnomepynoHebput

nomepynoHedpuTbl, aCCOLMMUPOBAHHDIE C
NaTo/IorMen KOMNJaemMeHTa
lgA-HedponaTua mn IgA-BackynuT
AHTU-TBM BonesHb 1 6onesHb Nyanacuepa
[MoYeyHble N CUCTEMHbIE BAaCKYUTDI
Bon4aHOYHbIN HeGPUT




Mopdonornueckne npodpunm noBpexaeHua npu romepynoHedppurax:

MWHMMaNbHblE U3MEHEHUA

®DOKaNbHbIN CETMEHTAPHbIN TNOMEPYNOCKNEPO3
MembparHo3Haa HedpponaTna

Me3aHrnonponndepaTtmBHbIN romepynoHedpuT
MembpaHonponndepaTuBHbIN rIOMePYIOHEPPUT
OuvaroBbin nponndepaTUBHbLIN romepyoHedpUT
Anddy3Hbivi nponndepatmsHbiv rnomepynoHebput
IKCTPAKANMUANIAPHDBIN INOMEPYNOHEPPUT

OyaroBbl HEKPOTUINPYIOLWNI TNOMEPY/IOHEDPUT
®DoKanbHbIN NOOANbHBINA N CENMIEHTAPHbIA NMOMEPYNOCK/IEPO3 (Kak ncxos tobbix
HedponaTui)

AnddysHbin Hedbpocknepos3 (Kak ncxoa ntobbix Hedpponatuii)



MuHMManbHble U3SMEHEHUA

BMU

BropuuyHbie MU
NeKapcTsa
CONMAHBIE ONYX0an
remo61acTosbl
anneprusa

DedeKTbl KonnareHa
BETBM
cuHapom AnbrnopTa

®OKa/IbHbIN CErMEeHTapPHbIN
rIOMepyN0CKIpeo3

Upuonatuueckuin PCrc
FeHeTuuyeckuii ®Crc
BTopuuHblit DCIC

BUY

repovH

nobble HedponaTum

MembpaHonposivipepaTrisHblN
rnomepynoHepput

MmmyHoKomnaeKcHblii MATH
cuctemHble 3abonesaHus
UHbEKLUUn

NapanpotenHosbiit MMNTH
remo6nacTosbl

MOHOKJ/IOHaNbHaA
rammonaTusa NoYeyHoro
3HauyeHusa

C3-MIrH

Clg-MNrH

TMA

UpuonaTtuuecknit MMNMH ?

®doKanbHbIN U rN0b6aNnbHbIN
rNMOMepPynocKNepo3

BTOpuYHbIii
nobble HedpponaTum

Memb6paHo3HaAa HepponaTus

Upunonatnyeckaa MH
BropuuHas MH
cucTemHble 3a6oneBaHus
UHEKUUN
NeKapcTBa
conuaHbie onyxonun
remo61acTo3bl

Ouarosbiii nponupepaTMBHbIA U
anddy3HbIN nponndepaTMBHDLIN
rnomepynoHeppur

UmmyHokomnaekcHbii ONTH/ANMH
cucTeMHble 3a6oneBaHus
UHbEKUUn

NapanpoTteuHosbiit ONMMH/AMNCH
remo6nacTosbl
mrn3

C3-onrH/AanrH

rnomepynoHeppur

Me3aHruonponudepaTuBHbIN c

MauonaTtuuyeckas IgA-HepponaTtusa ?

IgA-Backynut

BropuuHas IgA-HedpponaTtua
LUPpPO3 neyeHu
3a6oneBaHuA KULLeYHUKA
CONnAHbIe ONyXonun
remo6aacrtosbl
nHbpeKuuu

MmmyHoKomnaeKcHbii MesNrH
cuctemHble 3abonesaHus
MHpeKuumn

C3-MesNrH

Clg-MeslrH

JKCTPaKaANUANAPHbINA
(nonynyHHbIN)/ovaroBbii
HEKPOTU3UPYIOLLUA
rnomepynoHedppur

AHTUTENbHbIN IKITH
6one3Hb N'yanacuepa
napanpoTemHoBbIN

MmmyHOKOoMNAEKCHbli DKIMH
cuctemMHble 3a6oneBaHus
UHbEeKLUn

ManovmmyHHbIU IKIH
AHLLA-accounmnpoBaHHbIi
AHLIA-HeraT1BHblit 1

9KrH c aBOITHOIH CEPONO3UTUBHOCTbLIO

HoaynspHas rnomepynonatua

MapanpoTtenHoBas
remo61acTo3bl
MrHMN3

Ounabetnueckasn

UpnonaTtnyeckasa




AyTOMMMYHHbIE
AyTOMMMYHHbIe 3a6oneBaHuA
CucTeMHas KpacHas BO/MaHKa
PeBMaTougHbIA apTpuUT
CmeluaHHoe 3ab6oneBaHne coegUHUTE/IbHOM TKaHU
Aepmatomumnosut
AHKUNO3UPYIOLWMA CNOHAUAUT
CuctemHas cknepogepmusa
MwuacTteHus gravis
BynnesHblii nemduromp,
AYTOMMMYHHbIA TUpEOUAUT
CuHpgpom LWerpeHa
BUCOYHbIN apTepunt
BonesHb KpoHa
Peakuus TpaHCNAaHTAT NPOTUB XO03AUHA

MH(beKu,MM—
Fenatur B
Fenatur C
Bupyc ummyHoaeduumuTa yenoseka
Mansipusa
LLincrocomunas
dunapuas
Cundunnc
| DHAOKAPAMUT (BbI3BaHHbIN 3HETPOKOKKOM)
| 9XOHOKOKKO3
Jlenpa

l

3noKayecTBeHHble H03006pa303aHm|

KapuuHombli
Jlerkunx
Muwesopa
TONCTOM KULLKM
MosiouHoI Kenesbl
Menypka
Moukun
AnyHuKoB
Mpocratbl
Monoctu pTa u roptaHm

JlekapcTBa/TOKCUHDI
3onoto
MeHnymMnnamuH
ByunnnamuH
PTyTHbIE NpenapaTbl
Kantonpun
Mpo6eHnuua,
TpumeTtaguoH
HectepounaHbie npoTMBOoBOCNANAUTE/IbHbIE NpPenapaTbl
MHrMbuTopbl LUKNOOKCUTreHasbl-2
Knonuporpenb
Nutnii
dopmanbaerup,
YrnesoaopoaHblie coeanHEHUA

He KapunHoMmbl

XoOKKMHCKana aumedoma
He-xoaKKMHCKas ammdpoma
XpoHuyecknin nnmeonenkos
Me3oTtenmoma

MenaHoma

Onyxonb Buabmca

ApeHoma neyeHun
AHrnodonnunkynnapHas numdoma
LlIBaHHOMa

Helpobnactoma
| FaHrMoHepoma HaAno4Ye4yHNKOoB

Penkue
CaxapHbiit anabet (accoumaumsa nm npuumnHa?) Capkoamos
I CepnoBMAHO-KNETOYHAA aHEMUA
! Nonukmucros
Oednumt al-aHTUTPUNCUHA
BonesHb Bebepa-KpuctmaHa
MepBUYHLIN BUAKAPHbIY LUPPO3
CUCTEMHDBIV MacToOUMTO3
CuHapom 'meH-bappe
YpPTUKAPHbIA BaCKyAUT
FeMoNUTUKO-YPEMUYECKUI CUHAPOM
lepneTMdopMHbIA AEpPMATUT
Muenoancnnasus




MembpaHo3Haa HedponaTus

Manonatuueckaa MH (~ 80%) — anarHo3 ucknueHusn
J AHTUTENa K aHTUreHam-mMmuLeHAM nogounTtos npu MMH:
 75% - aHTntena K mPLA2R (peuentop docdonmnasbl A2 M-Tvna), oTKPbLIT B
20009r.
e 59 - antutena Kk THSD7/A (7A copepskawmit gomeH TpombocnoHaunHa |
TMna), otkpbiT 8 2014,
e [lpyrne aHTUreHbI?
O AHTUTEena K mPLA2R
* He sbiasadatotca npmn ©CIC n [IH, ncyesatot Ha POHE MMMYHOCYNPECccUu,
BHOBb MOABMAIOTCA NPU peungmsax
* Hanunume a/T Kk MPLAR - guddepeHumnasibHan AMarHoCcTnKa
namnonaTnyeckom u sTopnyHom MH
O Aututena k THSD/A
 [nddepeHumanbHbim anarHo3 MMH n MH npu onyxonax ¢ gpyrmmm
BTOpMYHbIMU MH



[TfepcneKTuBHbI HOBOM KnaccndpuKkaumm
membpaHo3HoIn HedbponaTum

AccounmnpoBaHHaa ¢ PLA2R: 80-85%
AccoummnpoBaHHaa ¢ THSD7A <5%

HE accoummnpoBaHHasa HU ¢ PLAZR Hu ¢ THSD7A (Tpetun aHTtureH):10%

Bce oHM moryT 6bIThb

v/ NepBUYHbIMM C HEW3BECTHOM 3TUONOTINEN

v BTOPUYHbIMMU:
accounmpoBaHHbIMKM € PLA2R npu renatute B, capkongose
accoummpoBaHHbimm ¢ THDSD7A (1 PLA2R-) npn oHKon3aboneBaHUAX

C paspeweHua P. Ronco



MembpaHonponndepatuBHbit rnomepynoHeppur

[ XpoHunueckme nudpekumm (ocobeHHo renatut C)

O AytoummyHHble 326onesaruns (ocobeHHo BH)

1 MoHoK/1oHanbHble rammanaTum (ocobeHHo, 60/1e3Hb OTNIOKEHUA
NIeTKUX Lener n MOHOK/IOHaNbHbIX 1gG)

O HapyweHus perynsuum komnnemeHTa (ocobeHHo aedpuunt paktopa H)

8.1: OyeHka MIITH

8.1.1: ObcnesoBaTh NALMEHTOB C FTMCTONOTNYECKOM (CBETOOMNTUYECKON) KapTuHon MIMTH
ANA BbISIBNEHUA OCHOBHOMO 3a601€eBaHuA NpeXae Yem pewaTb  BOMPOC O MNPUMEHEHUN
cneunduyeckom Tepanum (HeT cteneHn)




HoBaa knaccudukauma MIMITH, ocHoBaHaa Ha
NPUCYTCTBUU UNU OTCYTCTBUN MMMYHOrnobynuHos u C3
npu UMMYHOPNHOOPECLEHTHOM UCCNeA0BaHUN

| MPGN
Positive Igs l Negative Igs
+/- C3 + C3
lg-mediated Complement-mediated
}
I l l LC3 Glomerulopathies
Monoclonai‘ga_r;‘m_o;z‘al_i‘ﬂés 11 Aguto_inu"hlu—ié_ - [ﬂlv:f»ec(ions ]
Dys_proteinemia dis_ekasei_s_ ==

| OOD | [eN-c3 |

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



MembpaHonponndepatriBHbli rnomepynoHeppuT

> lg (MOHOKNOHaNbHbIe, 0/INFrOKNOHa/bHbIe, NOAIMKNOHANbHbIE)+C3
v UMMYHOKOMMNNEKCHbIN MeXaHU3M
* WHpekuymu (lg n C3)
* AyTOMMMYHHble 3aboneBaHua (Ig n C3)
v' MOHOKJ/IOHa/IbHbie UMMYHOIN06YAKHbI (Ig 6e3 C3)
* bBonesHb OTNOKEHUA MOHOKNOHANbHbIX UMMYHOMNObOYAMHOB
e Jlpyrme MOHOK/IOHa/IbHble raMMmanaTmuu

» TonbkKo C3
v' C3-rnomepynonartus
 DDD: mytayma daktopa | nan MCP £ napumnanbHaa amnoguctpodumsa +
«4py3bl» U gereHepauma ceT4aTKu
e C3-rnomepy/ioHeEQPUT: MyTaLima pakTopa H nam nurnbupyrowme ero
aHTUTena (napanpoTteunHsbi!)
» Hwulg Hn C3 - TpomboTNYECKaA MUKPOaHIMoNaTm1A

= WUaunonatnueckun MIMTH — AnarHo3 UCKAKOYEHUA: IETU, MOJIOAblE B3POC/ble,
Hann4yme NoSIMKNOHaNbHbIX 1g+C3, n «BCE NCKNOYEHO»




CﬂEKTp KomMmnnemeHT-aCCcoumMnpoBaHHbIX

KOMNNEKCOB

OTnoxKeHne MMMYHHbIX

Bo/YaHOYHbIN HEDQPUT
MembpaHo3Haa HedpponaTma
MmmyHokomnneKcHbin MIMIMH
IgA-HedponaTna

nopaXeHnn noyek

IgA-HedponaTma
Mem6paHo3HaA HedponaTusa
MocTcTpenToKoKKoBbin H

|

AKkTnBauymna MBL

AHTUTENA K NOYEYHbIM
dHTUTEHaAM

Auncperynayma
AKTUBUPOBAHHOIO
ANbTEPHATUBHOIO NYTH

| AHTuTenbHOE OTTOpXeHune
' NOYEYHOro TpaHCMAaHTaTa
AHTU-TBEM 60ne3Hb

AtnnuyHbin IYC

C3 rnomepynonatua

* BonesHb NI0THLIX A4ENO3UTOB
Nwemnyeckoe nospexaeHne noyek
ANCA-accoumMmnpoBaHHbIN BaCKyAUT
MOCTCTPENTOKOKKOBLIN FT1OMepyoHedpUT

Thurman, AJKD




MGRS-associated diseases

. Monoclnalimmunoglobulindeposis Nomonaconal immunoglobulindepasis

CONSENSUS

EXPERT CONSENSUS DOCUMENT

The evaluation of monoclonal gammopathy
of renal significance: a consensus report

of the International Kidney and Monoclonal e | gee
Gammopathy Research Group VA e

OueHKa MOHOKNOHaNbHbIX
raMmanaTuim No4YeyHoro
3HAYEHMA: KOHCEHCYC
MexayHapoaHOowW
nccnenoBaTesIbCKOU rpynnol




Mopdonornyeckune knaccudpuraumm IgA-Hedbponatmm
* Haas

N3meHeHUA B &

I Hebonbwoe pacwmpeHne mesaHrnaabHoro matpukca 6es nponudepauun,
CK/1Iep0o3a M HEKPO3a

1 PCIrC-nogobHbIe, HET NponndepaLnmn

1 Ouarosbi nponndepaTtnBHbIM TH (3aTpoHYTO < 50% KNYOOUYKOB_ C HEKPO3OM U
NONYAYHUAMU AN 6e3 HUX

\Y OnddyzHbin nponngepatmnsHbi H (3aTporHyTo > 50% KNYOOUKOB_ C HEKPO3OM U
NONYAYHUAMU AN 6e3 HUX

Vv > 40% NONHOCTbIO CK/IEPO3NPOBAHHbIX KNY60o4uKkoB n/mnm noteps 40% KaHanblLeEB,
HEe3aBUCUMO OT Ha/IMUYMA aKTUBHbIX MU3MEHEHUI B KNybouKax

. Oxford (MEST) - 2009
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PekomeHpgauuu no onucanuio Hedpobuoncum npu IgA-Hepponatum
[leTanbHOE onMcaHmne BCeX U3MEHEHMUA, BbIABNEHHbIX NPW:
 CBETOBOW MMUKPOCKOMUU
*  IMMYHOIMCTOXMMUUN NN UMMYHODNBOOpEecUeHU NN
*  DN1EeKTPOHHOM MUKPOCKOMNM
Pe3stome no 5 0CHOBHbIM MOPGHOIOrMYECKMM XapPaKTEPUCTUKAM
e |lIKana mesaHrmanbHbix uameHenmin <0.5 (M0O) or >0.5 (M1)
* JDHAOKaNUANAPHaAA rMNEepPKNeToYHocTb - HeT (EO) naum ectb (E1)
e CermeHTapHbIK rnomepynocknpeos Het (SO) nam ectb (S1)
* Hanunume nnun otcytcteue rmneptpodmm nogoumnTtos/tip lesion Tam, roe S1
* KaHanbuesasa atpoduna/dubpos nHtepctuuma <25% (T0), 26%—-50% (T1), unm
>50% (T2)
* KnetouyHble/Pnbpo3HO-KNeToUYHbIEe nonynyHusa - HeT (CO), ecTb xoTa 6b1 B 1
knybouke (C1), B >25% knyboukos (C2)
KonnyectBeHHble AaHHble
 Obuwee KONNYecTBO KAyHOYKOB
* KonnyectBo KNyHOYKOB C IHAOKANMUANAPHOM TMNEPKNETOYHOCTbIO,
HEKPO3aMM, IKCTRAKAMUNNIAPHON TMNEepPK/IeTOMHOCTbIO
(KneTouyHble/PUOPO3HO-KNETOUHbIE MOAYAYHUS), TN0DaNbHbIM
[TOMEPY/IOCKNEPO30M, U CETMEHTAPHbBIM [/TOMEPY/IOCKNPEO3OM



Knacc

Vi

BonuaHouHbI HedpuT, kKnaccnbukauma ISN/RPS 2003
OnucaHue

MUHMMaNbHbBIN MEe3aHIManbHbIN (HopManbHbie KNy6OoYKM NPU CBETOBO MUKPOCKOMKMY,
Me3aHr1abHble Aen03UTbl NPU MMMYHOMAOOPECLEHLNM)

Me3aHrmnanbHbiii nponndepaTUBHbIN (pacwimpeHne n/Mnm rmnepKIeToYHOCTb
Me3aHrMA+Me3aHrnanbHble 4eno3uTol)

Ovarosbiit (< 50% kKnyboukos) nponndepaTUBHbIN, akTUBHbLIN (A) n/mnn xpoHuyeckunin (C)
(cermeHTapHanA aHAOKaNUANAPHas Nponndepaumsa, cybaHaoTeNMaNbHbIE AEN03UTbI, BO3MOMXHbI
YYaCTKN HEKPO3a U NONYAYHUSA)

Anddy3Hbil (> 50% knyboukoB) nponnpepaTuHbii ¢ cermenTapHbiMK (S) nan rnobanbHbiMuM (G)
nameHeHunsamu, A, A/C, C (aHaoKanunnapHasa npoandepaums, cybsHaoTennanbHble A4eno3unThl,
NPOBO/IOYHbIE NET/IN, KAPUOPEKCUC, HEKPO3bI, MONYYHUA)

MembpaHo3HbIN (cybanuTennanbHble enosntel)+/- nusmerenuna Il unm IV knacca

Ckneposupytowmin (> 90% knybo4ukos)
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KouwenTapuu k knaccuukauu ISN/RPS

Knacc Il

Knacc lll u IV

Tybyno-
MHTepCcTULMarbHble
NoOBpPEXOEHUS

YTOuUHeHO onpeseneHvie MesaHrmanbHoi nponudepaunm: 24 KreTok Ha 30Hy
Me3aHrus, 6e3 yueta obnactu pykoaTku (A)

TepMuyH aHAoKanunnsApHasa nponudepauusi 3aMmeHeH TEPMUHOM SHAOKaNunsapHas
rMNepKNeToYHoCTL (B)

TepMuyH nonynyHue Mcnonb3yeTcst ANsi NOBPEXOEHNA, COOTBETCTBYIOLLMX
3KCTpaKanunNnapHON rMnepKneToYHOCTM, NPeaCTaBNeHHON CMEChIO Pa3nYHbIX
knetok. MoryT npucytcTBoBaTh (hubpuH 1 hubposbii MaTPUKC; OOMKHO ObITb
BoBJiIeYeHO =10% OKpYKHOCTUM Kancynbsl BoymeHa

KneTo4Hoe nonyrnyHue: >75% knetok u dubpuHa, <25% cdunbposHoro matpukca (C)
PunbposHoe nonynyHue: >75% punbposHoro matpukca, <25% kneTok n dmbpuna (0)
PnBpPo3HO-KNeToUHOE nonynyHune: 25-75% knetok n mnbpuHa, octansHoe -
hrbpo3HbIN MaTpuke (E)

Agresus: VI3OJ'II/1pOBaHHbII71 Y4acCTOK CNJIOLLUHOro BHEKNETOYHOro MaTpukca,
coeguHalowero netTnm Kny6oq|<a 1 Kancyny, gaxe ecnu HeT Npu3HakoB CKIlepo3a B
CcaMOM cerMeHTe KJ'Iy60‘-IKa

PrbpnHOMOHBIV HeKPO3: hnbpuH B 061acTu paspkiBa rrnoMepynspHov 6a3anbHon
MeMBpaHbl WWnn nnsnca Me3aHrmanbHoOro MaTpuyKkea; He noapasyMeBaeT Hanu4ne
Kapuopekcuca

WcknioueHo nodpasneneHve nameHeHun [V knacca Ha cermeHTapHble 1 rnobarsbHble

Moaundmkauus wKanbl OLEHKN akTUBHBLIX U XPOHUYECKUX M3MEHEHMUI (CM. aanee)
BMECTO ncnonb3yemMbix napametpos A, C u A/C

YkasaHune Ha HanMune MHTEPCTULIMANBHOrO BOCNANeHns B MPUCYTCTBAM U B
OTCYTCTBUE MHTEPCTULINANBHOIO (bMbpo3a

He siceH 6bin nopor onpeaeneHna rmnepkneTo4HoCTu

Mcnonb3oBaBLUMIACA TEPMUH SHAOKaNUNIsipHas
nponudepauust 6bin He TOYeH

Moporom cumTanocb BoBneyYeHne >25% okpyxHOCTU
kancynel BoymeHa. He 6bino onpegenenns ubpo3sHbIx 1
hrBPO3HO-KIIETOYHBLIX MOMNYIHUIA

He 6bino onpegeneHna agresnn

He 6bino onpeaeneHns pnbpnHONMAHOrO HeKpo3a

Onpepenexne cerMeHTapHbIX U rnobansHbIX M3MEHEHWI
ObINO HEACHBIM, C 6oNbLUMM pa3bpocom mexay
3KcrnepTammn U HeonpeaeneHHbIM KIMMHUYECKUM 3HaYeHEM

OnpegeneHne akTUBHbIX U XPOHUYECKMX U3MEHEHNI KakK A,
C, n A/C 6bIn0 CAMLLKOM LUMPOKMM U HECNeLMNYHbIM;
cnegyet oTAaTh NPeAnoYTEHNE NONYKONMYECTBEHHOMN
OLIEHKE Ans NX ONUCaHna

OTCyTCTBME MOPOrOBbIX 3HAYEHUN ANsl TSHKECTU
NHTEPCTHLMNaTbHbIX MOBPEXAEHWUI



MoaucdpurumnpoBaHHbIN MHAEKC
aktmBHoctu NIH
OHOoKanuNNsaApHasa rmnepkneToYHOCTb
Hentpodunel/kapnopekcmc
PNBPUHOMAHBIN HEKPO3
MannHoBble Aeno3nTbl
KnetouHble/dnbpo3HO-KNETOYHbIE
nonynyHns

MHTepcTnumaneHoe BocnaneHue
Bcero

MoaundurumpoBaHHbIN NHOEKC
XpoHunsaumn NIH

ToTanbHbIN rIOMEpPYNOCcKIepos

®nbpo3HbIE NOMNYNYHUS

ATpodus KaHanbLeB

dnbpo3 nHTEPCTULMS

Bcero

Onpeaenexue LLikana oueHku
OHOoKanuNNApHasa rmnepkrneTovyHocTb B <25% (+1), 25- 0-3
50% (+2), >50% (+3) knybdo4koB

' Hewitpodunsbl/kapnopekcuc B <25% (+1), 25-50% (+2), 0-3

>50% (+3) knyb6oukos

DnbpuHOULHbLIN Hekpos B <25% (+1), 25-50% (+2), >50% (0-3)x 2
| (+3) knybouykoB

[MpoBOMNOYHbIE NETAN UMK TMANMHOBbIE TPOMOLI B <25% 0-3
(+1), 25-50% (+2), >50% (+3) knyboykos
KnetouHble/dnbpo3Ho-KNeTouHble nonynyHus B <25% (0-3)x 2
(+1), 25-50% (+2), >50% (+3) knybo4koB
JlerkoumnTbl B HTEPCTMUMK B <25% (+1), 25-50% (+2), 0-3
>50% (+3) Kopbl
0-24
Onpegenexne . Lkana oueHku
MmobansHLIN NN cermMeHTapHbLIn cknepos B <25% (+1), 0-3

- 25-50% (+2), >50% (+3) knybo4koB

®dunbposHble nonynyHus B <25% (+1), 25-50% (+2), >50% 0-3
(+3) knybouykos

ATpodus kaHanbLeB B <25% (+1), 25-50% (+2), >50% 0-3

(+3) KOpKOBbIX KaHanbLEB
Pubpos nHTepcTnuma B <25% (+1), 25-50% (+2), >50% 0-3
(+3) kopbil

0-12



BonuaHouyHasa nogouutonaTus

Mopdonormyeckme NpUsHakm BONYaHOUYHOMN MOAOLMTONATUN

(A)  MuHUMaNbHbIE U3MEHEHUS

(B) Me3saHrmManbHas nponndepauma

(C) doKanbHbIN cermeHTapHbI rAoMepynocknepos (KonnabupyoLnit)

(D) [Oeno3utbl IgG B me3aHrmnm

(E) [Oeno3utbl IgG Ha TBEM y naumeHTa ¢ OMMN

(F) PacnnacTbiBaHME ManbiXx OTPOCTKOB NOAOLMTOB M HEOONbLLIOE KONYECTBO 31EKTPOHHO-NIOTHbIX AEMN03MTOB B ME3aHIMW NPU OTCYTCTBUMU

[eno3nTOB Ha KanUANAPHON CTEHKe
Clin J Am Soc Nephrol 2016



MNpeanoKeHHble KpUTepmnm Bo/iMaHOYHOM
noaoumMTONaTUM

B0/IMAHOYHOM nogouutTonatnum

1. KnuHuKa: CKB; HedbpoTnyeckui cMHaApom, 4acto B codetaHmm ¢ OMM (npw oTcyTcTBUMK
ynomunHaHum 06 ynotpebnenun HMBC B aHamHe3e)

2. CBeToBass MMKPOCKOMNUA: MMHUMA/IbHblE U3MEHEHUA; Me3aHrMaabHasa nponndepaumsa
nnn ®CIrcC 6e3 cybaHaoTennanbHbIX n cybanmutTennanbHbIX A4eN03NTOB

3. mmyHodntoopecueHuma: otcytctemne MK aeno3nTtoB Ha KanuUAAAPHOM CTEHKE C
Aeno3nTamMm UMMYHOM0OY/IMHOB M KOMMAEMEHTa B Me3aHrum (nnu 6e3 Hux)

4. INEeKTPOHHAA MMUKPOCKOMNMA: PacnNacTbiBaHWUE ManbiX OTPOCTKOB nogountos 250%
(06bl4HO 270%) 1 3NEKTPOHHO-NNOTHbIE AEN03UThl B ME3aHTUWN NPU OTCYTCTBUM
cybsHaoTenmanbhbix u cybannTenaioHbix 4eN03UTOB

Ana ANarHOCTMKM BOYAHOUYHOW NogoumTonaTum HeobxoamMmo Hannume Bcex 4 Kputepmes

Clin J Am Soc Nephrol 2016



Mopdonoruueckaa knaccudurxauma ANCA-
aCcCOLMMPOBAHHbIX rIoMmepynoHedpuUToB

~ N A N

fMcTonoruueckas Kareropus, —~| Onpegenenue: ~ o

ol q 201¢ H
Ouyarosbii > 50% HOpPMabHbIX K1YyOOYKOB

[MonynyHHbIN > 50% KNyH6OYKOB C K/IETOYHbIMM NOAYAYHUAMU
CmelaHHbIN < 50% HopmanbHbIX, < 5-% ¢ noaynyHuamm, < 50%

CKNEepO3NPOBaHHbIX KNybo4KoB

Ckneposupytowmm > 50% NONHOCTLIO CKAEPO3UPOBAHHLIX KYOOYKOB

Berden AE, Ferrario F, Hagen EC, Jayne DR, Jennette JC, Joh K, Neumann |,
Noél L-H, Pusey CD, Waldherr R, Bruijn JA, Bajema IM: Histopathologic
classification of ANCA-associated glomerulonephritis. ] Am Soc Nephrol 21:
1628-1636, 2010



LLIkana puvcka npu ANCA-accoLMMpoBaHHbIX BaCKyINTaxX

a
Risk factor N (%) B Coefficient HR 95% CI P value Points

Percentage of norimal glomeruli (N)

NO >25% 61 (53) Ref. 0
N1  10%-25% 39 (33.9) 1.49 442 1.18-165 0.027 4
N2 <10% 15 (13) 2.39 108  2.77-426 <0.001 6

Tubular atrophy + interstitial fibrosis (T)

TO =25% 63 (54.8) Ref. 0
T >25% 52 (45.2) 0.80 222 0.82-6 0.117 2
Renal function at time of diagnosis (GFR)

GO >15 ml/min 77 (67) Ref. 0

G1 =15 mli/min 38 (33) 1.06 289 1.19-7.02 0.019 3

b

Risk group Points

Low 0
Medium 2=7

High 8-11

a)

N - HOpMmaabHbBIe KAYyOOYKM

T - TyOyasipHast aTpopusi M MHTepCTUIIMAAbHBIN (pUOPO3

G — CK® (GFR) Ha MOMEHT OUOIICIIN)

Cymma 6aaaos ot 0 (HeT prcka) a0 11 (N2 <10%, T1 >25%, and G1 <15 ml/min)

b)Tpu rpynmnel pyucka: Husknui, 0 6aa1108; cpeaanii, 2-7 6aA408; M BbICOKHUI, 8-11 6aaa0B

Brix et al. Kl 2018

v
ELSEVIER




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

NDT 2019; 34(2): 193-199
Npepnaraeman cxema OUEHKHU
6uonTaTtos

A Primary diagnosis (with clinical modifier)
!

| g nephropathy

: : i
Immune ! Lupus naphritis

complex—mediated GN
Infaction-related glomerulonaphritis

Fibrillary glomeaerulonaphritis

PRA-ANCA
o AN CEA — i . positive
associated GIN MPO-ANCA
positive

Anti-GBM G

PGNMID

T Monoclonal Ig—<aGnN 1 =y TS

Cca3anN
C3 glomerulopathy
- (S

5 Patiern of injury

endocapillary proliferative, crescentic/necrotizing,

- Mesangial proliferative, membranoproliferative,
’ exudative, or sclerosing glomerulonephritis

Multiple patterns

C Score/class/grade
1 i - -
L ISN/RPS: lupus nephritis; Oxford: 1gA nephropathy |

D Additional findings

Aculae tubular Nnecrosiau, acule interstitial nephritis,
L TMA, atheroembolic diseasea

E Ancillary studies

L.

FF Chronicity grading

] ‘F"r(;na;e a_nﬁ'g_e; ;étrléva_l., léG ;ﬂ;iype, DNAJBO
_7 lasor dissection and mass spectrometry

-

- Jl Minimal (total renal chronlcity score 0O—1/10) _'

Mild (total renal chror;lclty score 2—4/10) l

| Moderate (total renal chronicity score 5-7/10) l

- Severe (total renal chronicity score = 8/10) j

Mo oy s Ghoukroes: Muphrol Ol U ant &




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

NDT 2019; 34(2): 193-199
Npeanaraemasn WKana oueHKH
XPOHU3aLUMU

Mild Moderate Severe
Score 2-4 Score 5-7 Score 28

Source: Nephrol Dial Transplant @ 2019 Oxford University Press



Mpumep 1

OCHOBHOWM AMarHo3: UMMYHOKOMI/IEKCHbIA HEQPUT,
acCcoLMMPOBaHHbIN ¢ renatutom C (MO KNMHUYECKMM AAHHbBIM)
Mpodunb nospexgeHusa: MMMH

[onoNHUTeNbHbIE HAXOAKU: UMMYHHbIE MUKPOTPOMObI €
FNOMEpPYNAPHbIX KANUANAPAX, BEPOATHO 06CyN10BNEHHbIE
KpuornobynnHemueit Il Tuna

Mpumep 2

-

OcHoBHOW guarHos: aHtu-'r6M IH (aHTtntena kK FlEM no KAMHUYEeCKUM

NAaHHbIM)

Mpodunb NOBPEKAEHNA: HEKPOTU3IUPYIOLLMI U NOAYNYHHbIA TH
JoronHutenbHble HaXoAKK: BbipaxeHHbIn OKH

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

Mpumep 6

OcHOBHOWM guMarHos: IgA HedbponaTtua

Mpodunb noBpexaeHUA: me3aHrnonponmdepaTMBHbIN N
cKkneposumpytowmn N

LLikana oueHkn: M1, EO, S1, T1, CO no OkcodpacKkoi Knaccudukaumm

OcHoBHOWM AgnarHos: nponmdepatmsHbiii FH ¢ geno3mtamm
MOHOKNOHa/bHbIX IgG kappa (PGNMID)

Mpodunb nospexaerHns: MMH

JononHuTeNnbHble Haxoaku: IgG3 cybknacc

XpoHM3aumA: ymepeHHan (oLueHKa Mo WKane xpoHusaumm 7/10)

Mpumep 3

Mpumep 7

OcHOBHOW AnarHos: ¢pubpunnapHbin M

Mpodunb noBpeKAEHUA: ME3AHTMOMNPOANGEPATUBHBIN U
cKkneposupytowmin N’

JlononHuTeNbHble HaXO4KW: MONOKUTENbHAA OKpacKa Ha DNAJBY ,
HeraTMBHaA OKpacka KoHro-KpacHbIM

XpoHuM3auma: ymepeHHan (oueHKa no wkane xpokusaumu 6/10)

OcHOBHOW AMarHos: kpuornobynmHemmyeckun MM, Tun |, ¢
MOHOK/IOHaNbHbIMK AenosnTamu IgM kappa (MakpornobynnHemums
BanbaeHcTpema no KAMHMYECKUMM AaHHbIM)

Mpodunb nospexxaerHns: MMMH

[ ONOAHUTENbHBIE HAaXOAKWU: MMMYHHblIE MUKPOTPOMObI B r/IOMepyAAPHbIX
Kanwuaaapax n aptepuonax

XpoHuM3aumaA: nerkas (oueHKa no wkane xpoHmsaumm 4/10)

Mpumep 4

OcHoBHoM anarHo3: ANCA-accoummpeBaHrHbin H (aHtuTtena K PR3 no
KNMHUYECKMM OaHHbIM)

Mpodunnb NOBPEKAEHNA: HEKPOTUUPYIOLLNI U NONYAYHHBLIW [H
Knacc: o4arosbii

[ OonoNHUTENbHbIE HAXOAKM: BblpaxeHHbI OKH

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

'OcHoBHO gnarHo3: C3 H (accoumMmpoBaHHbIi ¢ MOHOK/NOHabHOM
rammanaTmen NoYEeYHOro 3HaYeHus)

Mpodunnb nospexaeHus: MIMATH

[ onoNHUTENbHbIE Haxoaku: C4d - HeraTMBHO, METOAMKA C NPOHA30M He
BblABM/1a 3AMACKMPOBAHHbIX A4ENO3UTOB |Ig

XpoHM3aumA: ymepeHHan (oueHKa Mo WKane xpoHusaumm 7/10)




KDIGO executive conclusions

www.kidney-international.org

Management and treatment of glomerular diseases

l W) Check for updates

(part 1): conclusions from a Kidney Disease:

Improving Global Outcomes (KDIGO) Controversies

Conference

OPEN

Jurgen Floege , Sean J. Barbour™, Daniel C. Cattran’, Jonathan J. Hogan", Patrick H. Nachman’,
Sydney CW. Tang", Jack F.M. Wetzels”, Michael Cheung *, David C. Wheeler ",
Wolfgang C. Winkelmayer'* and Brad H. Rovin'*; for Conference Participants '

'Division of Nephrology, Rheinisch-Westfalische Technische Hochschule University of Aachen, Aachen, Germany; *British Columbia
Provincial Renal Agency, Vancouver, British Columbia, Canada; *Division of Nephrology, University of British Columbia, Vancouver, British
Columbia, Canada; *Centre for Health Evaluation and Outcomes Research, St. Paul's Hospital, Vancouver, British Columbia, Canada;
*Toronto General Research Institute, University Health Network, Toronto, Ontario, Canada; ®Division of Nephrology, University of
Pennsylvania, Philadelphia, Pennsyivania, USA; ’Division of Renal Diseases and Hypertension, University of Minnesota, Minneapolis,
Minnesota, USA; *Department of Medicine, The University of Hong Kong, Queen Mary Hospital, Hong Kong, China; *Department of
Nephrology, Radboud University Medical Center, Nijmegen, The Netherlands; '°KDIGO, Brussels, Belgium; "’ University College London,
London, UK; "*Selzman Institute for Kidney Health, Section of Nephrology, Department of Medicine, Baylor College of Medicine, Houston,
Texas, USA; and "“Division of Nephrology, The Ohio State University, Wexner Medical Center, Columbus, Ohia, USA

The Kidney Disease: Improving Global Outcomes (KDIGO)
initiative organized a Controversies Conference on
glomerular diseases in November 2017. The conference
focused on the 2012 KDIGO guideline with the aim of
identifying new insights into nomenclature, pathogenesis,
diagnostic work-up, and, in particular, therapy of
glomerular diseases since the guideline’s publication. It was
the consensus of the group that most guideline
recommendations, in particular those dealing with therapy,
will need to be revisited by the guideline-updating Work
Group. This report covers general management of
glomerular disease, IgA nephropathy, and membranous
nephropathy.

Kidney International (2019) 95, 268-280; https//doiorg/10.1016

Lkint.2018:10018

(KDIGO) initiative published its first guideline on
glomerular diseases in 2012." Given the enormous
advances in understanding the pathogenesis of glomerular
diseases, identification of new diagnostic biomarkers, and
emerging therapies, about 100 experts from various disci-
plines (nephrology, pathology, rheumatology, pediatrics) and
organizations {academia, pharmaceutical industry) convened
on November 17-19, 2017. Through plenary and small group
discussions, the conference aimed to evaluate consensus and
controversies in nomenclature, general work-up and man-
agement of glomerular diseases, future needs in research, and,
in particular, the critical assessment of existing guideline
recommendations.
This first of 2 renarts covers seneral manasement of

T he Kidney Disease: Improving Global Outcomes



[lepBoe coobueHne o pe3ynbTaTax KOHGepeHUnn No
NPOTUBOPEYMAM KaCaeTCs BeAeHNA MOMEPYIAPHbIX
bonesHen B uenom

Kpome Toro, ocBew,atoTca Takme PpacnpoCTPaHEHHbIe
dopmbl romepynoHeppuTa, Kak IgA-HedbponaTtma um
MmembpaHo3HaA HepponaTua



Mpepnaraemas Kateropusauua membpaHo3Ho HedponaTum
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Management and treatment of giomerular diseases
(part 2): conclusions from a Kidney Disease:
Improving Global Outcomes (KDIGO) Controversies
Conference

OPEN

Brad H. Rovin', Dawn J. Caster’, Daniel C. Cattran’, Keisha L. Gibson®, Jonathan J. Hogan’, .
Marcus J. Moeller”, Dario Roccatello’, Michael Chejgng*, David C. Wheeler”, Wolfgang C. Winkelmayer "
and Jurgen Floege ; for Conference Participants

'Division of Nephrology, The Ohio State University, Wexner Medical Center, Columbus, Ohio, USA; ?Department of Medicine, University of
Louisville School of Medicine, Louisville, Kentucky, USA; *Toronto General Research Institute, University Health Network, Toronto, Ontario,
Canada; *University of North Carolina Kidney Center at Chapel Hill, Chapel Hill, North Carolina, USA; *Division of Nephrology, University
of Pennsylvania, Philadelphia, Pennsylvania, USA; “Division of Nephrology and Clinical Immunology, Rheinisch-Westfilische Technische
Hochschule, University of Aachen, Aachen, Germany; ’CMID (Center of Research of Inmunopathology and Rare Diseases), and Division of
Nephrology and Dialysis (ERK-Net member), University of Turin, Italy; 8KDIGO, Brussels, Belgium; 9Univefsity College London, London, UK;
"“Selzman Institute for Kidney Health, Section of Nephrology, Department of Medicine, Baylor College of Medicine, Houston, Texas, USA;

and ""Division of Nephrology, Rheinisch-Westfalische Technische Hochschule, University of Aachen, Aachen, Germany

In November 2017, the Kidney Disease: Improving Global
Outcomes (KDIGO) initiative brought a diverse panel of
experts in glomerular diseases together to discuss the 2012
KDIGO glomerulonephritis guideline in the context of new
developments and insights that had occurred over the
years since its publication. During this KDIGO Controversies
Conference on Glomerular Diseases, the group examined
data on disease pathogenesis, biomarkers, and treatments
to identify areas of consensus and areas of controversy.
This report summarizes the discussions on primary
podocytopathies, lupus nephritis, anti-neutrophil
cytoplasmic antibody-associated nephritis, complement-
mediated kidney diseases, and monoclonal gammopathies
of renal significance.

Kidney International (2019) 95, 281-295; https)//dal.org/t 01016/

Jkint.2018.11.008

(KDIGO) initiative published its first ever guideline on

glomerular diseases in 2012." Since then our under-
standing of the pathogenesis of glomerular diseases has
markedly advanced, new diagnostic biomarkers have entered
the clinical arena, and many new therapies have been assessed
in clinical trials. Therefore, a conference consisting of about
100 experts from various disciplines (nephrology, pathology,
rheumatology, pediatrics) and organizations (academia,
pharmaceutical industry) was convened on November 17-19,
2017. The goals were to evaluate the progress that has been
made in the evaluation and management of glomerular dis-
eases, assess continuing gaps in knowledge, and identify the
existing guideline recommendations that should be revisited
in the next update. The attendees were especially encouraged
to outline the most controversial aspects of glomerular

T he Kidney Disease: Improving Global Outcomes




Bropoe cooblieHmne o pe3ynbtaTtax KOHPEPEHL MM NO

NPOTUBOPEYUAM OCBETUT:

1. nepBUYHblE NOAOLUTONATUMU

2. KOMMJIEMEHT-aCCOUMNPOBAHHbIE MOMEPY/IIPHbIE
3aboneBaHuA

3. BOJIMAHOYHbIN HEDPUT
4. ANCA-accoummpoBaHHbIN HEDPUT
5. N MOHOK/NOHaNbHbLIE raMManNaTUM NOYEYHOTOo

3Ha4YeHunA
Pe3ynbTaThbl ABYX OTYETOB /AryT B OCHOBY OOHOB/EHUA
pekomeHaauma, KotTopoe HauyHeTca B aerycte 2018 roga



MaToreHeTuyecKkuii noaxon K rnomepynoHedppuram

MMMYHOKOMNNEKCHbIN
H

ManonMmmMyHHbIN
rnomepynoHepput

AHTN-TBM
rnomepynoHeppuT

nomepynoHedpput,
aCCOLMMNPOBAHHDIN C
MOHOK/IOHA/IbHbIMMU
MMMYHOTN0byInHamm

RomnnemeHT-
aCCOUMMNPOBAHHbIE
rnomepynoHedpuTbl

~ a »n - - - P — —_
{ 4 -

Sl -
—_—

I & v = - . - . oW W Vv & W & b 8 v =

IgA-HedponaTua

Bon4yaHOUYHbIA HEGPUT

dubpunnapHbIA romepynoHepdUT (nonnkaoHanbHbie/AHKIBI-no3ntmnBHbIE
cybTUnbI)

nomepynoHegpUT, aCCOUMUPOBAHHLIN C UHDEKLMAMMU
KpnornobynmHemunuyecknin Hedbput (cmelaHHasa kpuornodbynnHemus Il m il Tmna)

ANCA-accoumMnpoBaHHbIA BaCKY/IUT
ANCA-HeraTMBHbIM MaNOUMMYHHbIN [TOMEPYNOHEPPUT

AHTU-TBEM 60ne3Hb

BonesHb OTN0XKEHUA MOHOKNOHANAbHbIX UMMYHOTnobynnHos (LCDD, HCDD, LHCDD)
MponudepaTUBHbLINA [IOMEPYNOHEGPUT C MOHOK/IOHA/IbHBIMW AEN03MUTaMM
MMMYHOINobynnHoOB

KpuornobynmHemumnyeckuin Hedpput (MOHOKNIOHANbHA KpnornobynmHemms | Tuna)
NmMyHOTaKTONMAHas rnomepynonaTus

PnbpunNapHbIN rnomepynoHepPUT (MOHOKNOHANBbHbBIN cybTmN)

C3-rnomepyioHedput
bonesHb NNOTHbIX 4E€NO3UTOB



MNopoxkaem obHoeneHHbix pekomeHaaunii KDIGO, u
CO34aHnNA BCEObbEMNIOLLEN NATOreHEeTUYECKOM
KNnaccnPpuKaLmm rnomepy/ioHePpuUToB Ha OCHOBE
PA3PO3HEHHbIX KNacCnPmKaLum oTaeibHbIX Gopm

A noka 4yto bygem umeTb B BMAY, YTO
CBETOONTUYECKMIA NPOPUIb NOBPEKAEHNA He ABNAETCA
INAarHO30M, (MOPTPETY *Ke NnatoreHesa AaeT
MMmyHodaopecueHums 1 (B 4acTu cay4vaes)
3NEeKTPOHHAA MUKPOCKoONMA, U BCe 3TO HeoHXxoaAMMO
OLEHMBATb B COYETAHUN C KAUHUKOWN U
NnabopaTopHbIMU TECTaMU



KK MO QOO ECKIE KOPPEATIYAW N CIOMEPYIOHSDRHTAXrHomeyionaTax

IgA-HedponaTua

Upunonatuueckue NH BMU/ocrc UHPeKumn OnrH/AnrH

MH MIrH

IgA-HedponaTua? MH

2?2?

MIFH 273 -
CucremHas KpacHas MW (BoauyaHoO4YHaA nogouutTonaTus) MeslrH
BO/NYAHKa MesilrH Onyxonu bMu

ONrH/AnrH MH

MMrH MMrH

MH

9KIH/OuaroBblit HEKPOTU3UPYIOLWNIA

rH
IgA-Backynut/ MesnfH MapanpoTtenHemumn MnrH
IgA-HedponaTua ONrH/ANrH MH

3KrH AnrH
ANCA-accoumMmpoBaHHble 3K 3KrH
BAaCKY/1UTbI OuaroBblit HeKpoTU3MpYytowmii TH HoaynsapHas rnomepynonatus
Bone3Hb Nygnacuepa 9KrH Jiekapcrea BMU
Apyrve ayToMmMMyHHbIe U MH MH
cucrtemHble 3aboneBaHusa MMrH Cre

ANrH TpomboTnueckme MnrH

OndoysHbi HeppocKnepos
3KrH MUWKpPOaHruonaTuu

HapyweHusa perynauumu
KOMNAeMeHTa

MIMrH

MesIrH

OnrH/AnrH

MUcxop nobbix
romepynonaTtuin

®Crc/orrc

OnddysHblit HeppocKknepos




JKCTpapeHanbHble

npoAasneHna Co CTOPOHDbI.

* Jlerkux
* KoXu

* (CycTaBoOB
* Ceppue

* JIOP-opraHos

* [na3

* UHCwu
nepmdpepunyeckom
HEPBHOM CUCTEMDI

o MXKKT

* DHAOOKPWUHHbBIX
OpraHos

* Cucrembl KPOBMU

Ceponoruueckue mapkepbl:
PeematonaHbin paktop, ALLLIM
NmmyHornobynumHel
KpnornobynmHbi
AHTUTEeNna K AHK
AHTUHYK/IeapHble aHTUTena
KomnnemeHT (C3 u C4)

AHTUTENA K LUTONNA3ME HENTPOPUIOB
AHTUTENA K peuentopam pocdonmnasbl A2
AHTUTENA K rnomepynapHon 6asanbHOM
MmembpaHe

AHTUTENA K KAPANOAUNUHY

AHTUTENa K B2-rnoKonpoTenHy
BON4aHOYHbIV aHTUKOArYNAHT
Cybknaccbl UMMyHornobynmHa G
AHtuTena Kk Clq

MOHOK/I0OHaNbHble Benku
(nMmmyHOrNobynnHbI, cBO6OAHbIE Nerkue
uenu, ceobogHble TAXKenble uenun UI)




