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frnomepynoHedputbl — H60abLLIAA PA3HOPOAHAA NO NATOreHesy rpynna
3aboneBaHUM, NPOTEKAIOLLUX C MOpPaXKeHUem noYyeyHbiX Kiyboukos

2TUONOrmA:

* HacnepactseHHble/reHeTU4eCcKMe

* Wpanonatnyeckue

e B pamkax cuMctemHbix 3abonesaHum

* BTOpUYHbIE (NEKapPCTBEHHbIE, aCCOLMMPOBAHHbIE C UHDEKUMAMM,

napaHeonaacTUYecKue)

MexaHn3m nospexKaeHuA:

*  VIMMYHHbIE KOMMAEKCbI

*  LNTOKWUHDI

*  OKcuagaTmMBHbIE MOJIEKY b

* AHTUTENA

* [lapanpoTenHsbl

* KomnnemeHt

e [ledeKTbl KONNAreHa
JIOKa/IM33aLmA NOBPEKAEHUM

 Me3aHrum

*  DHAOOTENNIN TNOMEPYIAPHbIX KaNUANAPOB

* [logoumnTsbl

*  [nomepynapHada 6a3anbHasg membpaHa

* boymeHOBO NMPOCTPAHCTBO U Karicyna boymeHa




KAuHMYecKkue cMMnToMaTHKa rMoMepPynapHbIX NOBPEXAEHUIA:

N3o0anpoBaHHaa MUKporemaTypus

PeunavBupytowlaa makporemaTypms

N3onmMpoBaHHanA NPoOTENHYpPUA

N30NMpPOBaHHbIM MO4YEBOW CUHAPOM (MUKPOremaTypus ¢ YMepeHHOM
npoTenHypuen)

Hedputnyecknii CMHAPOM, OCTPbIN UIN XPOHUYECKUI (OTEKMU,
apTepwuasibHaa rMnepTeH3ns, npoTenHypmusa meHee 3,5 r/a,
MUKporematypus)

HedpoTtnuecknit cuHapom (oTekun, npotenHypua 6onee 3,5 r/n,
rMNONPOTENHEMMUS, TUNOANbOYMUHEMUSA +/- TMNepXxonecTepuHemms) c
apTepuanbHOM rmnepTeH3nen n bes Hee

CnHapom bbicTponporpeccupytoiiero Hepputa (NpoTeEMHYPUA, remaTypus,
ObICTPO HapacTatoWwana novyevyHas AUCPyHKUNA)

MoueBOl CMHAPOM B COYETAHMU C apTePUaNbHOU TMNEPTEH3UEN U
Me[/IEHHO NPOrpPeccUpyroWmMm NoYeYHON ANCPHYHKLMEN



KivHuueckana gnarHocrtvka 6asupyerca Ha:

* JlaHHbIX aHamMHe3a

* QOueHkKe BbllUEYKA3aHHbLIX CUHAOPOMOB, XaPaKTeEPU3YHOLWUX TUM
nopaxeHunAa novek

* OueHKe BHENOYEYHbIX I'IpOFlBJ'IGHMVI, €C/iIn TakoBble UMEIKOTCA

Heobxoaumbimu kKomnoHeHTamu gupdepeHumanbHoOU
ANArHOCTUKM aBAIOTCA:

e [lonosiHuTeNIbHble NabopaTopHbie uccneaoBaHuUs

 Mopdonormyeckne gaHHbIE, NOJYYEHHbIE NMPU NCCAEA0BAHUN
noyeyHoro 6monrtaTta



JKCTpapeHanbHble

NPOAB/ieHUA CO CTOPOHDI.

* Jlerkux
* KoXu

* (CyCTaBoOB
* Ceppua

* JIOP-opraHos

* [na3s

* UHCwu
nepmudepunyeckon
HEPBHOM CUCTEMDI

o MXKKT

* JHAOKPUHHbBIX
OpraHos

* Cucrtembl KpoBH

Ceponoruyeckuie mapkepbi:
PeematouaHbin paktop, ALLLM
NmmyHOrnobynmHbl
KpuornobynmHbi
AHTUTena K AHK
AHTUHYK/N1€aPHbie aHTUTE/Ia
KomnnemeHT (C3 1 C4)

AHTUTENA K UMTONNA3ME HENTPOPUIOB
AHTUTENA K peuentopam pocdonumnasbt A2
AHTUTENA K FomepynapHON 6a3anbHoOM
MmembpaHe

AHTUTENA K KapANONNUNUHY

AHTUTENa K B2-rnoKonpoTenHy
BO/YaHOUYHbIN aHTUKOATYIAHT
Cybknaccbl UMMyHornobynmHa G
AHtuUTena K Clq

MOHOKNOHaNbHbIe Benku
(nMmyHOrnobynnHbl, cBOb6OAHbIE Nerkue
uenu, ceobogHble TAXKenble uenun UI)




Mopdonornueckue rnomepynapHbie U3SMeHEeHUA

MeToabl uccneaoBaHua: |
e (CBetoBa

\JT r’ J—-

*  UmmyHodnioopecueHuMAa/MMMYHOFMCTOXUMMA
*  DNEeKTPOHHAA MUKpPO

Pasmepbl

* O6bl4yHble

* YBe/NnYyeHHble
* YMeHbLLEHHble

Me3aHrmanbHOe NPOCTPAHCTBO

* PacwupeHune 3a cYeT yBeNMYEHNA MATPUKCa
* Me3aHrmaabHaa rMNepKAeTONHOCTb

* MesaHrnonus

dHpoTenni
* 3JHaoTennos («HabyxaHue»)

MpocBeT KanuANAPOB, KANUANAPHbIE NETIU

* CyxeHue

e OKkKo3MA (NceBaoTPoMObl, MUKPOTPOMDbI)

e KonnabuposaHue (cmoplinsaHue)

*  JHAoKanuanApHaa rmnepkaetTovHoctb/ee cocras (MMAJ, MOHOLMUTBI,
MMOOUMTBI, T.H. «KMEHUCTLIE» KNETKN U T.A4.)

BasasnibHble MembpaHbI

* YTonuweHue

* YABoeHue KOHTYpa

* PaspbiBbl

e Ob6HaxeHue

e CpallieHue c Kancynoi (cuHexua) ??? HO yyacTByeT He To/ibko TBM
* HepaBHOMepHOE UCTOHYEHUE [/ yToNLWEHUE

Mogountsl

* PacnnactbiBaHWe (CrnaxuBaHMe) ManbiXx OTPOCTKOB
* Otcnoenune ot FTEM

e Tunepnnasus / runeptpodua / durypbl mmntosa
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* CermeHTapHble/rnobanbHbie

NonynyHua

* KneTtouyHble

°  ®nOPO3HO-KNETOUHbIE
°  @ubposHble

Jeno3nTtbl

Jlokanuzauma

¢ MesaHruasibHble

* CybaHgoTennanbHble

* UHTpamembpaHo3Hble

* CybanutenvanbHble (3nMmembpaHo3HbIe)
XapaKTtep akcrpeccuu

* JInHelHble

* KpynHorpaHynsapHble

e MenkorpaHynapHble

Cocras

*  MIMMYHOKOMM/EKCHble

*  MimmyHOrN06YyMHBI (NOIU- U MOHOK/IOHA/IbHbIE)
° Komnnement

BeckneTouHbIt maTepuan

*  WHcypaTMBHbIE M3MEHEHUA (T.H. KTUanH»)
° OubpuH

* Me3aHr1asabHbIN MaTpPUKC

e Amunoug

* He amunongHbii matepuan

YNbTpacTpyKTyphl

* dubpunnsl

*  MuKpoTpybouku
* XaoTuuHble

* OpraHn30BaHHble



Mopdonornueckue npodunmn nospexkaeHua npu rnomepynoHedpurax:

*  MuHMUManbHble NU3MEHEHUA

e doKanbHbIN CErMeHTapPHbIN NOMEPYNOCKNEPO3

* MembpaHo3Haa HepponaTUS

 Me3aHrnonponndepaTuBHbIN [MOMEPYIOHEPPUT

* MembpaHonponmpepaTuBHbIN INTOMEPYAOHEPPUT

e Quarosblit npoandepaTUBHbLIN romepynoHedpuT

*  [AndPy3HbIN NposinpepaTuBHbIN IOMepPYIOHeEPPUT

*  DKCTpaKanuANAapHbIN rnomepyiaoHedpuT

* (Ouyarosblil HEKPOTU3UPYHOLLUN TNIOMEPYNOHEDPUT

* ®doKanbHbIN rN0b6aNbHbINA N CErMEHTAPHbIN IMOMePYNoCcKaepo3 (Kak ncxos ntobbix
HedbponaTuit)

* [unddysHbin Heppocknepos (Kak ncxoq Ntobbix HepponaTui)

Momumo rnomepynoHeppuTos K paspaay rMmomepynsapHbIX NoBpexAeHUid OTHOCATCA:

* HopaynapHbI rMOMEPY/IOCKNEPO3

*  Amnaouaos v apyrve napanpotemHeMmMyeckne noBpexaeHua KnybouykoBoro annapara
e HeKoTopble reHeTUYecKku JeTepMUHUPOBaHHbIe 3ab0sieBaHmMA

* TpomboTUYecKMe MUKPOaHrMonaTmum
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ERQITION *  bonesHb MUHUMANBHBIX U3MEHEHW

* TepBUYHbIE U BTOPUUHbIE (HE reHeTUYecKue)
NPUYUHBI POKANLHOTO U CErMEHTAPHOTO
rNOMepynocKkaeposa

: *  HacnenctBeHHble NPUUYUHBI HedPOTUYECKOTO
' / CUHAPOMA

¥ °  MembpaHo3Haa HepponaTmna
*  MembpaHonponmdpepaTrBHbIY TOMepynoHedpPUT U

C LI N I CAL N EP H RD L GY KPpMornobynnHemmnyecknii rnomepynoHedppuT
[ [nhomepynoHedpuTbl, aCCOLUMPOBAHHbIE C
naTonornen KOMNaIemeHTa

* lgA-HedponaTma n IgA-BacKyaUT
*  AHTU-TBM 60n€e3Hb 1 BonesHb lygnacyepa
* [loYyeyHble U CUCTEMHbIE BAaCKYAUTbI

John Feehally *  BonYyaHOYHbIN HedpPUT
JUrgen Floege *  AMMAOMAO03 NOYEK U INIOMEpPYAPHble 6oNe3HN,
. accoUMMPOBaHHbIE C AeN03UTAaMN MOHOK/IOHA/IbHbIX
UMMYHOTN06YyINHOB

*  PegKue rnomepynsapHble 60ne3Hu

YBbl — 3TO cMecCb Tpex KnaccuduKaumm: mopdonormyeckon, KNMHNYECKoU
N NatoreHeTu4yecKou |



MuHMManbHble USMEHEHUA ﬂ'
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®oKanbHbIN CerMeHTapHbIn Ve

rNoOMepy/IoCK/Npeos .
(]

doKanbHbI U rN06anbHbIN °

rMoOMepy/IoCKNEPO3

Mem6paHo3Hasa HepponaTua .

Me3saHrnonpoandepaTMBHbINA =.
rnomepynoHeppur g}-

EMMU

Bropuurbie MU
NeKapcTBa
CONUAHbIE ONyXoau
remo6nacTosbl
aaneprua

DedeKTbi KonnareHa
BTBEM
cuHapom AnbnopTa

Uamonatuueckuii ¢Crc
FeHeTuuecknii ®Crc
BTopuuHblit PCrC

BUY

repovH

nobble HedponaTum

BropuuHbin
nobble HedpponaTum

Upunonatnyeckaa MH
BropuuHaa MH

cucTemHble 3a6oneBsaHuA

UHPEeKuumn
NeKapcTBa
conuaHble onyxonu
remo61acTozbl

NauonatuyecKkan IgA-Hegpponatusa ?

IgA-Backynut

Bropuunas IgA-HedpponaTtua

LMPPO3 NeYeHn

3a60/1eBaHMA KULLIEYHUKA

conupaHble onyxonm
remo6nactosbl
nHberumn

MmmyHoKomnaeKcHbin MesMNrH
cuctemHble 3aboneBaHus

nHpeKumnmn
C3-MesIllrH
Clg-MeslrH

Mem6paHonponudepaTusHbIn
rnomepynoHedppur

OuaroBbiv nponudepaTMeHbIA U
anddy3HbIN nponndepaTUBHbLIN
rnomepynoHepput

JKCTpaKanUANAPHDIiA
(nonynyHHbIN)/ouarosbin
HEKPOTU3UPYIOLIWIA rnomepyioHepput

HopynapHaa rnomepynonatua

MmmyHoKomMnaeKcHblii MTH
cucrtemHble 3aboneBaHus
UHbeKLun

NapanpotenHosbiit MMNTH
remo6nacTosbl
MOHOKJ/IOHaNIbHaA
raMmmonaTus No4Ye4yHoro
3HauyeHun

C3-MnrH

Clg-MIirH

TMA

UpuonaTtuuecknit MMNMH ?

UmmyHokomnaekcHbii ONTH/ANMH
cucteMHble 3a6oneBaHus
UHbEKLUUN

NapanpoteuHosbiit ONMFH/AMNCH
remo6.1acTosbl
mMrn3

C3-onrH/anrH

AHTUTEnbHbIv IKIMH
6onesHb F'yanacuepa m—
napanpoTemHOBbIN

MmmyHOKoMNEKCHbli DKIMH
cucteMHble 3a6oneBaHus
UHbEeKunn

ManovmmyHHbIU IKITH
AHLLA-accounmnpoBaHHbIi
AHLLA-HeraTuBHblit m

3KrH c gBoiiHoI Cep0n03MTMBHOCTbIO<y

MapanpoTtenHoBas
remo6nacrtosbl
MrHMN3

OunabeTtnueckas

UanonaTtuyeckas



BonesHb MUHMMA/IbHbIX U3IMEHEHUM
U Wawnonatnueckaa EMMU

O BropuuHbie MU:

» JlekapctBa
* HNBC (4acTto couyetaetca ¢ OTUH)
*  WHTepdepoH

*  Jlutuit
* 3on0T0
» Onyxonm

* Temobnactosbl: NMMdOrpaHynemaTos, He-XOAKKUHCKME NMMbOMBbI/eMKO3bl, XPOHNUYECKUI MUENONENKO3

*  ConmpHble onyxonun: nerkunx, KT, noaKenyaoyHom Kenesbl, NoOYEK, MOYEBOrO My3blpsa, MOJOYHO
¥enesbl, ANYHMKOB, CApKOMbI, TUMOMA, MeNaHoMa, aHIMOMKUOAMIIOMA

» Annepruuyeckue peakuuu
* [lonneHos
¢ YKyCbl HACEKOMBIX
* CbiBOpOTOYHasa 6onesHb
> CucremHble 3a6onesaHunsa
* BonuaHouHaa nogoumTonaTUA
* IgA-HedponaTtua

» ViHpexkumn
- BWY e R el did
e Lluctocommas !”l e -‘-E“.'.' \}5{;'-‘?4 L
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*  ®unapuas
*  Manapus




doKanbHbIM cermeHTapHblii FNICMEPYNOCKNEPO3

UavonaTtuueckui (nepsnuHbii) PCrC — nyckosoi MEeXaHM3M He U3BecTeH (dbakTOp NpOoHULLaemocTH)

BropuuHble PCIC:
1. CemeliHbli 4. ABanTUBHbIN CTPYKTYPHO-OYHKLUMOHAbHBIM OTBET, BEPOATHO MEAUMUPYEMBII runepTpoduen Kayboukos nam
v" Mytauum a-actinin 4 runepdunbTpaumen
v" Mytauumn NPHS1 (HedpuTH) 4.1 YMeHblUeHne Macchbl NOYEYHON TKaHK
v" Mytauumn NPHS2 (nogoumH) v' OnuromeraHedppoHua
v' Mytauum WT- v' EAMHCTBEHHas noyka (areHesus)
v" Mytauumn TRPC6 v' [Incnnasua noYevHol TKaHK
v" Mytauum SCARB2 (LIMP2) v KopTuKanbHbIN HEKPO3
v" Mytauum INF2 (dopmuH) v' Pedokc-HedponaTtus
v" Mytauum CD2-accoummposaHHoro 6eska v' Hedpaktomua
v" MuTOXOHAPUanbHbIe LuUTONaTUM v XpoHuuyeckas TpaHcNAaHTaUMOHHas HedponaTtma
v’ To3aHan cTagma Nto60oro 3a60neBaHNA NOYEK CO CHUMKEHVEM MacChl AeHCTBYIOWX HeGPOHOB
4.2 3Hava/ibHO HOPMaJ/lbHasA Macca MoYeYyHOoM TKaHK
¥’ CaxapHbiii gnabet
v TunepTeH3ua
v' OxupeHue
v BpoAeHHble «CMHME» MOPOKM cepaua
v' CepnoBUAHO-KNETOUHasA aHeMMA
2. BMpyc-accoLMMpOBaHHbIN 5. 3n10KayecTBEHHblE HOBOOBPA30BaHMUA
v" BWY-accoummposaHHas HepponaTtma v" Temo61acTosbl: AMMPOMbI, UCTUHHAA NOANLMTEMMA, SCCEHLMANbHbIN TPOMOLMTO3, NEPBUUHbIA M1enodubpos,
v MNapsosupyc B19 MWEeNoAMCNAACTUYECKUA CUHAPOM, OCTPbI MUEONENKO3
v Conuatble onyxonu: nouek, KT, 1erkux, MoaouHO »enesbl, MenaHoma, TMMoma, GeoxpomoLmuToma
3. lekapctBa 6. Hecneupdunyeckmne OCrc-noaobHbie M3MEHEHWs, Bbi3BaHHbIE CMORLMBAHNEM NOYEK NPY FTIOMEPYNAPHbIX 3a601eBaHMAX
v' TepouHoBas HepponaTus v' Oyarosbiit npoandepaTusHbIii rnomepynoHedput (IgA-HebponaTna, BONYAHOUHBIA HEPPUT, MaNOUMMYHHbIN O4aroBbIi
v' UnTepdepoH-a HEKPOTU3UPYIOLLMIA U NOJIYAYHHbIW [H)
V' Nntuin v' HacneactseHHbii HedpuT (cuHapom AnbrnopTa)
v' MamuapoHaT/aneHapoHaTt v' MembpaHo3Has romepyaonatusa
v' AHabonuueckune ctepounspi v' TpomboTuyeckas MMKpoaHrmonaTms
v Tpeaknamncus
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MembpaHo3Haa HepponaTmua

Upuonatnueckaas MH (~ 80%) — oMarHo3 UcKnuyeHums
d AHTUTeNna K aHTUreHam-muLeHAM nogoumtos npu MMH:
* 75% - aHtTnTtena K mPLA2R (peuenTtop ¢pocdonnnasbl A2 M-Ttuna), otkpbIT B 20009r.
e 59 - antutena Kk THSD/A (/A coaepawuin gomen TpombocnonHauHa | tuna),
otkpbiT B 2014,
* [lpyrue aHTUreHbI?
O AuTtuTtena Kk mPLA2R
* He soiasnatorca npn ®CIrC n AH, ncyesarot Ha poHEe UMMYHOCYNPECCUUN, BHOBb
NOABNAIOTCA NPU peumamsax
* Hannume a/T K MPLAR - auddpepeHumanbHans ANarHOCTUKA UAMONATUYECKON U
BTOpMYyHOoM MH
O Axtutena k THSD7A
* [nddepeHumanbHbin auarHo3 MMH 1 MH npn onyxonax ¢ 4pyrmmm BTOPUYHbIMMU
MH




AyTOMMMYHHbIE
AyTOMMMYHHbIe 3a6o1eBaHuA
CucTtemHan KpacHas BOJIMaHKa
PeBMaTougHbI apTpuUt
CmeluaHHOe 3aboneBaHue COEAUHUTENBHON TKAHU
Aepmaromunosut
AHKNN03UPYIOWMA CNOHANAUT
CuctemHas cknepogepmmsa
MuacteHus gravis
BbynnesHbiii nemduronp,
AYTOMMMYHHbIA TUPEOUAUNT
CuHpgpom LWerpeHa
BUCOYHbIW apTepunt
BonesHb KpoHa
Peakuusa TpaHCNaHTAT NPOTUB XO03AWHA
3n0KayecTBeHHble HOBOO6pPa3oBaHUA
(kapunHombli)
Jlerkux
Muwesoaa
TONCTOM KULLKK
MonouHoW Kenesbl
Xenypaka
Moukun
AnyHukos
MpocTatbl
Monoctu pta 1 roptaHu

NekapcTBa/TOKCUHDI
3onoto
MeHnumMnnamuH
byunnnamud
PTyTHblEe npenaparTbl
Kantonpun
Mpo6ennuua
TpumeTtaguoH
HecrepouaHbie npoTusoBoCnNanuTeibHble NpenapaTbl
MHrMbUTOpbI LLUKNOOKCUTEHa3bl-2
Knonuporpenb
1% (717
dopmanbaerup,
YrnesoaopoaHblie coeguHeHUsa

BropuyHaa MH

UHbeKuun
fenatut B
| FTenatut C
| Bupyc ummyHoaeduimta 4enoseka
Mansapusa
LLincrocomunas
dunapuas
| Cnpuianc
9HA0KApAUT (BbI3BaHHDbI IHETPOKOKKOM)
| IXOHOKOKKO3
Jlenpa
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3n10Ka4yecTBEeHHble HOBOOGPaSOBaHMﬂ

(He KapuuHoMbl)
| XoAKKUHCKaa immdoma
| He-xopXKMHCKaa numeoma
XpoHuueckut numdonenkos
MesoTtennoma
MenaHoma
, Onyxonb Bunomca
‘ ApeHoma neueHu
AHrnodonnukynnapHaa ammepoma
LlisaHHOMa
Heilipob6nacroma
_ FaHravoHeiipoma HafNOYEYHNKOB

Pepkue

CaxapHbii guabert (accoumaima nm npuumHa?) Capkogmos

| CeprioBUAHO-KNETOYHAA aHemMuUs
Monvikucros
Oedunumt al-aHTUTPUNCUHA
bonezHb Bebepa-KpuctnaHa
MepBUYHbIA OUNMAPHDIK LKMPPO3
CUCTeMHDI MacToLUTO3
Cunpgpom NweH-bappe

| YPTUKapHbIA BacKyauT

| FemonUTUKO-ypeMUIecKnin CUHAPOM
FepneTudopMHbiIii AepMaTUT
Muenogucnnasua



MNepcneKTuBHbI HOBOWM KaaccnuKauuu
memb6paHo3HOU HedponaTuUm

AccoumnmnposaHHaa c PLA2R: 80-85%
AccoummpoBaHHaa ¢ THSD7A <5%

HE accoummnpoBaHHasa HU ¢ PLA2R Hu ¢ THSD7A (tpeTtui aHTureH):10%

Bce oHM moryT 6bITb

v/ NepBuYHbIMU C HEU3BECTHOM 3TUoNornen

v\ BTOPUYHBIMM:
accounmpoBaHHbIMKM € PLA2R npu renatute B, capkonaose
accoummpoBaHHbiMmm ¢ THDSD7A (n PLA2R-) npn oHkon3aboneBaHuAX

C paspeweHusa P. Ronco



KDIGO executive conclusions
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Management and treatment of glomerular diseases

l W) Check for updates

(part 1): conciusions from a Kidney Disease:

Improving Global Outcomes (KDIGO) Controversies

Conference

OPEN

Jiirgen 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, Pennsylvania, 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, Niimegen, 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, Ohio, 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 particuiar, 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; hitps/

Lkint.2018:10018

/doiorg/10.1016/

(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
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3abonesaHua, accoumnpesatHbie C TMCTO/IOrMYEeCcKomn
KapTuHou MIIMH

A XpoHunyeckme nHpekumm (ocobeHHo renatut C)

J AyTonmmyHHble 3aboneBaHua (ocobeHHo BH)

(JMoHoK/noHanbHble rammanaTtum (ococbeHHe, 601e3Hb OT/IOKEHUS NEerKUX
Lernen n MOHOKNOHaNbHbIX IgG)

JHapyweHnus perynayumn KomniemeHTa (ocobeHHo aedbmnumt daktopa H)

EIXpOqueCKme TPOMBOTUYECKME MUKPOAHTMONATUN N UX nocneACTBUA

8.1: OyeHka MIH
8.1.1: ObcnenoBaTh NALMEHTOB C FTMCTOIOMMYECKOM (CBETOONTUYECKOWN)
KapTnHoi MITH ans BbiABNEHUS OCHOBHOMO 3aboneBaHms NPexKae Yem peLaTb
BOMPOC O NPUMEHEHNU cneumdPuryeckomn Tepanmmn (HeT cTeneHun) WONEY 5,
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HoBasa knaccupurauma MIIMH, ocHoBaHHaA Ha
NPUCYTCTBUM W/IK OTCYTCTBUU UMMYHOr/106ynHos u C3
npyu UMMYyHO MO0 PECUEHTHOM UCCAeA0BaHUN

| MPGN
Positive Igs Negative Igs
+/- C3 + C3
lg-mediated Complement-mediated
}

I l l C3 Glomerulopathies

Monoclonalga_r;h}_o;a#t:ieis Agu;oimz;‘l-—un—eﬁ []nfécﬁons ]
Dys_proteinemia dis_eases ="

[ ooD | [eN-c3 |

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



MemOpanonpoandepaTuBHbIIN I10MepPyA0HePPUT

= CoBpemeHHaA knaccupukauma MIMMH (6asmpyerca Ha gaHHbIX UD)
» Ig (MOHOKNOHaNbHbIE, OJINFOKNOHA/IbHbIE, NO/IMKNOHAJIbHbIE)EC3
v UMMYHOKOMMNEKCHbIN MeXaHWU3M
*  WHbekumm (Ign C3)
*  AyToMMMyHHble 3aboneBaHus (Ig n C3)
v" MOHOK/IOHa/IbHble UMMYHOTN06YAuHbI (Ig 6e3 C3)

*  bBonesHb OT/IOKEHMA MOHOKJIOHANLHBLIX UMMYHOT100yMHOB
*  [lpyrye MOHOK/IOHaNbHblE raMManaTum

> Tonbko C3

v' C3-rnomepynonaTusa
. DDD: mytauma dakTtopa | nam MCP + napumanbHaa amnogmctpodua  «apysbi» M AereHepauma ceT4aTkm
*  C3-rnomepynoHedput: myTauma paktopa H nam nHrmbupyrouime ero aHtutena (napanpoTeunHbl!)

»  Hwuig Hu C3 - TpomboTHUECKaA MUKpOaHrMonaTus

* Wauonatuuecknii MMITH — AMarHo3 UCKAKOYEHUA: NeTN, MOJIoAble B3POC/ble, Han4me

NONMKNOHaNbHLIX Ig+C3, N «BCE NCKAKOUYEHO»




0 XpoHuueckue nudekuum

. fenatut C (kpnornobynmHemmyeckmnii MIMMH u MMNMH 6e3 kpnornobynnHemmm;)
. fenatut B

. NHbEKUMOHHDBIV S3HAOKAPAMUT, KaTeTepPHbIe U «YHT»-UHPEKLUU

. LLncTtocomunas, punapmas

. Manapwus

. MwuKonnaszmos, rmcTonnasmos, KOKKLUMA0MUKO3

. lpnbKoBble MHPEKUUM

U AytommmyHHble 3aboneeaHus
. CKB (BH IV knacca)
. CapKounpgos
. CC3
. ApTtepuut Takasacy

U 3nokauecrBeHHble |-|03006pa303a|-|m=|

. Jlerkmnx

e Mouek

. KT

. MonouHo xenesbl

. lMpocTaTbl, MOYEBOro Ny3bIpa
. MenaHoma

. Tumoma

. AHrMocapkoma

. XPOHUYECKMIT MMeNno/MUeNOMOHOLUTAPHbIN NeiKo3,
L MoHoOKnOHanbHble FraMmanaTum
. BonesHb OTNI0KEHUA NEerKUX Lenelt, 60N1e3Hb OTIOKEHUSA TAXKENbIX Lenekn
. Nnmdombl/numdonnasmaumTomsl ¢ KpUorIobyIMHeMUIECKUM/MMMYHOTaKToUAHbIM MTTH
U HapyweHua peryisuum KomnaemeHra
. bonesHb NAOTHbLIX 4EeN03UTOB
. C3-rnomepynoHedput
Q XpOHW-IECKVIe TpOMGOTM‘-IECKMe MUKpPOaHIrMonaTtunm n ux nocneancrsuA
. AHTndochonmMnnaHbIN CUHOPOM
C [emMoNUTUKO-YyPEMUYECKUIA CUHAPOM
L TpomboTHyecKkana TpombounUToNeHUYecKan nypnypa
. Opyrne TMA



KpuornobynmHemuueckuii BaCKynumT, Yalye Bcero accounmpoBaH ¢ HCV-undekuymein n JiN3

.. l KpunornobynmHemnyecknin T’H (MMNIH ¢ genosutamn igM v C-3)

'—‘ MIMMYHOKOMMNEKCHbI NONYNYHHBIN (3KCTpakanunaspHeivi) NH ¢ genosutamm IgM un C-3




Me3saHrmonponugepatusHbii romepynoHedput

IgA-HedponaTms

BonyaHouHbit HedpuT (Knacc Il)

MocTMHPEKUMOHHbIN TH

MeslI'H npu wuctocommase, punapunase

MeslIH npu BUY

C3-rnomepynoHepput

Clg-HedponaTtus

Mes[I'H npu gepmatommosuTe/nonmMmmosnTe

Me3lIH npun ocTpor peBmaTUYeCKoM nuxopaaKe, aptTepunte Takaacy, peunanBmpytowem
NONUXOHAPUTE

Me3[I'H npun 60/1€3HN OTNOXKEHUA NETKMX LLEMNEN

Me3MNrH npu mmenonponndepatuBHbiX 3aboneBaHnAX: muenodpnbpose, UCTUHHOM NOAULUTEMUN,
3CCEHUMANBbHOM TPOMBOLNTO3E, MMUETOANCHNACTUHECKOM CUHAPOME, XPOHNYECKOM MUENoNENKO3e
Nanonatnuecknii MeslrH (?)




IgA-HedponaTiis:
nepsuyHasn IgA-HepponaTnsa:

namnonatmyeckan (bonesHb bepske)

IgA-BackynuT

BTOpUYHasa IgA-HepponaTusa

LMPPO3 NeYeHu

Lennakus

ve)
X
L

BUPYCHbIN renatnt Cu B

repneTMOpPMHbIV 4epMaTUT

6onesHb KpoHa, HAK

aHKMIO3NPYIOLLNI CNOHANN02PTPUT, NCOPUATUYECKUI apTPUT, CUHAPOM PeliTepa 1 Ap. CEPOHEraTUBHbIE
apTPUTDLI

MEJIKOK/1IETOUHbIE KapLUWHOMbI, ONMYXO/IN NErkmx, BEPXHUX AbIXaTebHbIX NyTel, NOAOCTN PTA U HOCOMNOTKM,
noyek, KT

OMCCeEMMHUPOBAHHBIN TybepKynes

obnntepmnpyowmin 6PoOHXMONNT

nmmonponudepaTtBHble 3abonesaHua (AMmdorpaHyaemaros, T-Kneto4Hbie Anmvdombl, rpMb60BUAHbIA MUKO3)

MmuenonponudepaTmsHble 3ab6oneBaHMA (MCTUHHAA NOAULUTEMUA, MUENIOAUCTINACTUYECKUI CUHAPOM,

XPOHMUYECKNI MMenonenkos)



meeting report www.kidney-international.org

Oxford Classification of IgA nephropathy 2016:
an update from the IgA Nephropathy Classification
Working Group

PekomeHpauuu no onucaHuio Hedppobuoncum npu IgA-Hedponatum (wkana MESTC)
,D,eTaanoe OnncaHmne Bcex UsMmeHeHunaA, BbiIABNEHHbIX MPWU:

® CrossMark

. CBeToBOI MMKpPOCKONUMK

. MMMYHOTUCTOXMMUUK MAU UMMYHODHOOPECLEHLLMN

. INEeKTPOHHON MUKPOCKONUK
Pestome no 5 ocHOBHbIM MOPHONOTMYECKUM XaPaKTEPUCTUKAM

. LLIkana mesaHrnanbHbIx MsmeHeHnin <0.5 (MO0) or >0.5 (M1)

. JHAOKaNUANAPHAA MTMNEPKNEeToYHOCTb - HeT (EQ) nau ectb (E1)

. CermeHTapHbIN rnomMmepy/iocknepos Het (SO) nau ectb (S1)

. Hanunume nnu otcytcreme runeptpodum nogoumtos/tip lesion Tam, roe S1

. KaHanbuesas atpoduma/dubpos nHtepctmuma <25% (T0), 26%—50% (T1), nam >50% (T2)

. KnetouHbie/dnbposHo-KaeToUHble nonyayHus - HeT (CO), ectb xoTa 6bl B 1 Kay6ouke (C1), B >25% kny6oukos (C2)
KonnyecTBeHHbie AaHHble

. ObLee KoNNYecTBO KNybouKoB

. KonnuecTBo KNy6oUKOB € 3HA0KANUANAPHON TMNEPKNETOYHOCTbIO, HEKPO3aMU, SKCTPaAKaNUANAPHOM TMNEPKIETOYHOCTbIO

(kneTouHble/dMBPO3HO-KNETOUHBIE NOAYAYHUA), TN0BANBbHBIM FTOMEPYIOCKIEPO30M, Y CETMEHTapHbIM F1OMEPY/I0CKIEPO30M

KanbKynarop pucka cHuxkeHua pCK®P naum passutua TXMH, ocHOBaHHbIW Ha AaHHbIX HA MOMEHT buoncuun

noyku: The International igA NEPHROPATHY (lgAN) Prediction Too!

https://gxcalc.app.link/iga

Caleylate &

by Q\MD



https://qxcalc.app.link/igarisk

, MesMNrlH (IgA-Hedponatusa)

N Anddy3Hbi nponndepaTrBHbIN UMMYHOKOMMAEKCHbIM (IgA) TH

MMmmyHOKOMMIEKCHbIM (IgA) nonynyHHbIN (SKCTpaKanuanapHbii) MH

NmmyHokomnsieKcHbin (IgA) TH ¢ ncxopom B CIC
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MesaHrunonpoandepatmsHbin M

MembpaHonponudepaTnBHbIn MH
. .l MembpaHo3Has HepponaTma

Al |

BonesHb MMHMMANbHbBIX U3MEHEHWI

IKcTpakanuaniapHbin M

AODUVE L. D




- MNopaxeHuna noyek, accounmpoBaHHble ¢ PA

PeBMaToOUAHbIV apTPUT

BtopuyHaa MH
Me3sMrH (IgA- naun IgM-HedponaTus)
OunddysHbii nponndepatmeHbli M
OKIH (HeKPOTU3UPYIOLWMIN U NOAYAYHHDBIN): PeBMaTOMAHbIN BaCKYUT, MOXKET 6biTb ANCA-MO3UTUBHbBIM
AA-amusionaos

JlekapcTBeHHbIE NoBpeXKAeHUA NoYeK npu PA
3onoto: MH, BMWU
MNennuynnamuH: MH, nonyayHHbii TH, BMU
HMNBC: BMW, OTUH+BMW
LinknocnopuH: ®Crc (?)
BamunHapoHat: dCrc




Capkoupos

- p— — — J — \ py — — — — — i p
rnomepynoHedpuTbi A — 4 — , p— —
mepynoHedputel (MH, MATH) -, ‘

AA-amunonaos

JOepmaTtomnoznt/nonmmmosut

- —_— — - - — j — [— —l -  — - —
MesllrH c aenosutamu IgM
v — 4 —
BTOPUYHLIA MITH —_— ™ S — aal T ATy
Octpan peBmaTryecKaanuxopasKa

MesfrH

i
1

1
{ |
]
\

AHKWUI03UPYIOLWNIA CIOHAUNUT Y CUHAPOM PelTepa

- MesINrH (Ig-A-Hed;onraT;m) . - : 4
- AA-amunongos — _ ~ —~ ——
bonesHb KpoHa, HAK

S S -
BtopnyHaa MH

- MesIrH (IgA-HedponaTua) p— L i — —

- p— — p— o — \ — — P p— —
AA-amunonpos — \ \
- a— —




OyaroBbin NpoandepaTmUBHbIA U ANDDY3HbIN
npoandepaTuUBHbIN MOMepy/IoHeDPUT

L Undekuum
* OcCTpbIX NOCTCTPENTOKOKKOBbLIN 'H
* [loCcTUHPEKUMOHHBLIN TH Npy HOEKLLIMOHHOM 3HAOKAPAUTE, KLUYHT»-
nudekumun, BUY, BupycHom renatmute C, LLMCTOCOMMA3E, MANIIPUN
(J Cucremtubie 3abosiesaHna
 CKB (BonYaHoYHbIN HedpuT Knacc i n V)
* [lypnypa leHox-WersAanHa
O NumdonponndeparmsHbie 3abonesaHus
* BonesHb OT/IOKEHUA NEerKUX/TAXKENbIX Lenei
* [MponndepatmBHbIN rMOMEPYIOHEPPUT C MOHOK/IOHANbHbBIMM
nenosntamm IgG/IgA (6onesHb Nasr)




MocTcTpenToKOKKOBLIA H
*  OctpbinH
e MIMMH

«LlUyHT»-HedpuUT
e« MIMTH

H, accoumnmpoBaHHble ¢ cuduancom, 1enpoii
* MH
* MMIH

H, accoummnpoBaHHbie C UHPEKLMOHHbIM SHAOKAPANUTOM

[H, accoummnposaHHble ¢ BVY

*  BWY-accounmpoBaHHasa HedponaTua
(konnabupyrowmin ACrc)

*  immyHOKoMNAEKCHbIN MH (BoaAYaHOYHO-NOA00HbIN 1
Me3MNrH-noao6HbIn)

*  BEMW/DCIC)

* IgA-HedponaTtua

*  Ouvarosbiii nponudepaTUBHbIN (MOCTUHOEKLMOHHDIN
rH)

H, accounmnpoBaHHbIe C Manapuen

*  Ovarosblii nponndepatmsBHbliia MH
*  [Ouddy3Hbin nponmdepatrBHbId [H
*  [Ondody3Hbir nponmdepatmeHbiv H ¢ nonynyHuamm

[H, accoummnporaHHbie ¢ HCV-uHdekumen

e MIMH (KpuornobynmHeMmn4ecKkunin)

MIMIH 6e3 KpuornobynmHemmnu

MH

®Crc

IgA-HedponaTna

e QOuarosblit npoandepatTMBHbIN (NOCTUHPEKILMOHHDbIA)

H, accounmnpoBaHHble ¢ HBV-uHbekumen
 MH

MMrH

®dCrc

IgA-HedponaTna

* MponudepatmsHbil NH
* EMMU
 MIMIH

[H, accouumnpoBaHHLIe C LIMCTOCOMO30M

* EMU

* OCIC

* MMIH

* MeslliH

* QuaroBbi npoandepaTnsHbin MM

* Onddy3Hbii npoandpepatneHbIv MH

'H, accounmnpoBaHHble ¢ GUAapUo30om

* MeslllH

MMNrH

EMW

Koanabupyrowmin ®C Irc



BonyaHouHbIN HeDPUT

Knacc | OnucaHune . Mopdonornyeckni

. npoguab

MWHUMaNbHbLIN Me3aHIKManbHbIN (HOpManbHble KNYBOUYKM NPU CBETOBOM
MUKPOCKONUK, Me3aHrMasibHble Aeno3uTbl Npu MMMmyHOGAKOpeCUeHLN)

Il Me3aHrnanbHbIii nponndepaTUBHbIN (pacmpeHue u/mnm
FMNEePKAETOYHOCTb Me3aHInA+Me3aHIMaNnbHble A4eN03UTbI)

11 ' O4aroBsbliit (< 50% Kny6oukos) npoandepaTusHbIA, akTUBHbIN (A) n/mnnn
XpoHunyeckum (C) (cermeHTapHaa saHAOKaNUANApHaA Nnpoandepaums,
cy63HAoTeNNaNbHbIE AEN03UTbl, BO3MOXHbI YYaCTKN HEKPO3a U NONYAYHUA)

1Y Anddy3sHbin (> 50% kKnybouKoB) nponndepaTMBHbINA C CErMEHTapPHbIMMU (S)
nnun rnobasibHbiMu (G) namereHuamn, A, A/C, C (sHaoKanunnapHan !
nponudepaums, cybaHaoTeiManbHble AeN03UTbI, MPOBO/IOYHbIE NETAN,
KapuopeKcuc, HEKPO3bi, MONYAYHUA)

Vv Memb6paHo3HbIN (cybanutennanbHble Aeno3nTtbl)+/- uamenenua Il nam IV
Knacca
Vv ' Ckneposupyiowuii (> 90% kny6oukos)
» e £ ! e — — | 1 A L | L -l

' BonyaHo4Hasa nogouymnTonaTuAa
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Revision of the International Society of Nephrology/Renal
Pathology Society classification for lupus nephritis:
clarification of definitions, and modified National Institutes
of Health activity and chronicity indices

Ingeborg M. BajEE, Suzanne Withelmus, Charles E. Alpers, Jan A Bruijn, Robert B. Colvin, H Terence

Cook, Vivette D. D'Agati, Franceo Ferrario, Mark Haas, J. Charles Jennette, Kensuke Joh, Cynthia C. Nast,
Laure-Helene Noél, Emilie C. Rijnink, lan S.0. Roberis, Surya V. Seshan, Sanjeev Sethi, Agnes B Fogo




| Karoropus /) Poromemnaunn | )~ /L | KowweHTapuu k Knacoudpkalmw ISNIRPS

Knacc Il

Knacc lll u IV

Tybyno-
MHTepCTULMATbHbIE
NoBpEXOEHUS

YTOuYHeHO onpeeneHve Me3aHrmanbHo nponudepaumn: 24 KneTok Ha 30Hy
Me3aHrus, 6e3 yueta obnactu pykoatku (A)

TepmuH aHaokanunnsApHas nponudepauus 3aMeHeH TePMUHOM SHAOKanunssapHas
rMNepKNeToYHocTb (B)

TepMUH nonynyHue UCnosib3yeTcs Ansi NOBPEXAEHUI, COOTBETCTBYIOLLNX
3KCTPaKanUNNAPHON MMNEPKNETOYHOCTH, MPEACTaBNEHHON CMECHIO Pa3NNYHbIX
knetok. MoryTt npucytctBoBaTth hbGpUH 1 nbPO3bIN MaTPUKC; AOIMKHO ObITb
BoBneYyeHo 210% oKpyxHOCTM Kancynel BoymeHa

KnetouyHoe nonynyHue: >75% knetok u chubpuHa, <25% cdubposHoro matpumkca (C)
PunbposHoe nonynyHue: >75% pnbposHoro matpukca, <25% knetok n dpmbpuna (0)
PnBPo3HO-KNeToUHOE nonynyHue: 25-75% knetok n mbpuHa, octansHoe -
hrbpo3HbIN MaTpuKe (E)

Agreaus: VI3OJ'II/IpOBaHHbIIZ Y4acTOK CnfioLLHOro BHEKNETO4YHOro MaTpukea,
coeguHalowero netTnm Kny6oq|<a 1 Kancyny, gaxe ecnu HeT Npu3HakoB CKIepo3a B
CcaMOM cerMeHTe Kny6oq|<a

®unbprHOMaHBIVM HEKPO3: hnbpuH B 06riacTu paspkiBa rrnoMepynspHon 6asaneHon
MembpaHbl n/nnm nuanca Me3aHrmanbHoOro MaTpyKca; He NoapasyMeBaeT Hanuine
Kapvopekcuca

WcknioueHo nogpasgeneHve nameHeHun |V knacca Ha cerMeHTapHble 1 rmobasnsHble

Moaundukaums Lkanb! OLEHKN akTUBHbLIX U XPOHUYECKUX M3MEHEHMUI (CM. aanee)
BMECTO MChonb3yeMbix napavetpos A, C n A/C

YkasaHune Ha HanMune MHTEPCTULMANbHOrO BOCNaneHns B NPUCYTCTBUAM UNA B
OTCYTCTBUE MHTEPCTULMANbLHOro hmbposa

He saiceH 6bin nopor onpeaeneHna rmnepkneTo4HoCTu

Vcnonb3oBaBLUMIACS TEPMUH SHAOKaNUNIsipHas
nponudepauust Gbin He TOYeH

[Moporom cuutanock BoBneyeHne >25% OKpPYyXHOCTM
kancynel BoymeHa. He 6bino onpeaeneHus hmMbpo3HbIX 1
hbMOPO3HO-KNETOYHBIX MOMYIHWUIA

He 6bino onpegeneHna agresnn

He 6bino onpeaeneHns pnbpnHONMZHOrO Hekpo3a

Onpepenexne cermeHTapHbIX U rnoGanbHbIX M3MEHEHWI
ObINO HEACHBIM, C 6onbLUMM pa3bpocom mexay
3KCrnepTamun n HeonpeaeneHHbIM KIMUHUYECKUM 3HAYEHMEM

OnpefeneHve akTUBHbIX Y XPOHUYECKUX N3MEHEHUIA Kak A,
C, 1 A/C 6bIn10 CAMLLKOM LUMPOKMM U HECNEeLMNYHBIM;
crnefyeT oTAaTh NpeanoyYTeHWe NoMyKoNMYeCTBEHHON
OLIeHKe A5 UX OnncaHus

OTCyTCTBME MOPOrOBbIX 3HAYEHUN ANst TSHKECTU
UHTEpCTULMANbHBLIX NOBPEXAEHWUI



MoandnumpoBaHHbIN MHAEKC
aktmBHocTtu NIH

GHD,OKaHI/IJ'IﬂFlpHaFI TMNepKrieToO4HOCTb

Hentpodunel/kapnopekcmnc
ONBPUHOMAHBLIN HEKPO3

[ManuHoBbIE AENO3UTHI

KnetouHble/dnbpo3HO-KNETOUHbIE
NonNynyHus

MHTepcTrynanbHoe BocrnaneHne

Bcero

MogudurumpoBaHHbLIM NHAEKC
XpoHunsaumn NIH

ToTanbHbIN rIOMEpPYoCKIepos

®nbpo3HbIE NOMNYNYHUS

ATpodus KaHanbLeB

dnbpo3 nHTEPCTULINS

Bcero

OnpeneneHne

. DHOoKanuInapHas rMNepKrieToMHoCTb B <25% (+1), 25-

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

. Hentpodbunel/kapuopekecuc B <25% (+1), 25-50% (+2),

>50% (+3) knyboukos

PnbpuHONAHBIN HEKPO3 B <25% (+1), 25-50% (+2), >50%

| (+3) kry6o4koB

[MpOBOMOYHbIE NETAN UIN TMANMHOBbLIE TPOMOLI B <25%
(+1), 25-50% (+2), >50% (+3) knybo4koB

KrneToyHble/(onbpo3HO-KNETOYHbIE NONYNyHMs B <25%
(+1), 25-50% (+2), >50% (+3) kny6o4koB

JierkoumnTsl B nHTEpeTMumMn B <25% (+1), 25-50% (+2),

>50% (+3) Kopbl

—_— —_— - - — i

Onpepgernetxne

- nobBanbHbLIN UK cermeHTapHbIn cknepos B <25% (+1),
25-50% (+2), >50% (+3) knybo4ykos

®dunbposHble nonynyHna B <25% (+1), 25-50% (+2), >50%

| (+3) knyboykoB

ATpocbusa kaHansueB B <25% (+1), 25-50% (+2), >50%

(+3) KOPKOBbLIX KaHasbLEB

®dunbpo3 nHTepcTuums B <25% (+1), 25-50% (+2), >50%

i (+3) Kopbl

LLikana oueHKku

. 0-3

. 0-24

| LLikana oueHKM
! 0-3

0-3

0-3

0-12



BonyaHouyHasA nogouuTonaTma

il p X

¥32451 1gG
5‘.

MOp(I)OI'IOI'M‘-IECKMe NPU3Haku BONYaHOUYHOW nogoLuTonaTmnm

(A)
(B)
(€)
(D)
(E)
(F)

MWHUMaANbHbIE U3MEHEHMUA

Me3aHrmnanbHas npoandepawma

®oKanbHbI cermeHTapHbIM rnomepynockaepos (konnabupyrowmi)

Lenosuntbl IgG B me3aHrmm

Lenosutbl IgG Ha TBM y naumenTa ¢ OMN

PacnnactbiBaHWe manblX OTPOCTKOB NOAOUMTOB 1 HeOONbLIOE KONYECTBO 3/1EKTPOHHO-MOTHBIX 4EMO3UTOB B MEe3aHIMKN Npu OTCYTCTBUMN

[eno3nToB Ha KanNUANAPHON CTEHKE
Clin J Am Soc Nephrol 2016



[MpeanorKeHHbie KpUTEPUM BONYAHOUYHOMU
noaoumMTonaTUm

1. KnuHuKa: CKB; HedpoTnyecknin cuHapom, 4acto B coyetarmm ¢ ONIM (npu otcytcTBumn
ynomunHaHum 06 ynotpebnermn HMBC B aHamHe3e)

2. CBeToBas MMKPOCKONUS: MUHUMA/IbHbIE U3MEHEHWA; Me3aHrManbHasa nponndepauma
nnn ®CIrcC 6e3 cybaHaoTenimanbHbIX M CyDaINUTeNnanbHbIX 4EMN03UTOB

3. mmyHodntoopecueHuma: otcytcTemne MK aeno3nToB Ha KanuUAAsAPHOM CTEHKE C
AEeno3nTamm UMMYHOII0O6YNMHOB M KOMMNEeMeHTa B Me3aHrnum (nnm 6e3 Hux)

4. SNEeKTPOHHAsA MUKPOCKONMMA: PAChiNaCTbiBaHWE MajibiXx OTPOCTKOB nogountos 250%
(06bI4HO 270%) M 23/1EKTPOHHO-NAOTHbIE AEeN03UTbl B ME3aHTMKU NPU OTCYTCTBUM
cybsHaoTenmanbHbix u cybanuTenviaibHbIX A4EN0C3UTOB

[Ona ANArHOCTMKM BONYAHOYHOM NoaoumMTonatum Heobxoaumo Haindume Bcex 4 Kputepmes

Clin J Am Soc Nephrol 2016



PUbpUNNAPHDBIA U UMMYHOTAKTOUAHDIU rIOMepyioHedpUT
CseToBas MUK \ | ' c n HHble 3a6onesaHu
, | O BOH y

ATnnYyHan membpaHo3HanA dubpunnapHeiii N MonuknoHanbHble IgG AyTOMMMYHHble 3a60/1€BaHUA:
HedponaTtua * CKB
AtnunyHbin MIMNTH * 60se3Hb KpoHa

° 6bonesHb peiiBca, ManonaTMYecKas
TpomboLuMTorneHnyeckan nypnypa

*  NepBUYHbIN BUAMAPHBIA LMPPO3

* bonesHb bexTepesa

° cuHgpom lilerpeHa

°  BaCKY/UTbI

Andody3sHbin nponmndepatrBHbii MH

3n10Ka4YecTBEHHbIe HOBOOOPA30BaHUA:

* paK WMTOBUAHOM XKenesbl

* renatoue NAPHaA KapLMHOMa

*  paK MOJIOYHOW Kenesbl

*  PaK TO/NCTOM KULLKMK

*  paK NOYKM

* MenaHoma

* MHOECTBEHHan Muesioma

* numoonponndepatnBHbie 3aboneBaHNA

lfenatnr C

Opyrue
NMMYHOTaKTONAHbIN MoHoKnoHanbHble 1gG NlumdonponvdepatvsHbie 3aboneBaHus:
MH *  XPOHWYEeCcKU "MMdonenKkos

* aumooma
* MOHOKJ/IOHa/IbHAaA ramMmanaTus

dpyrne:
* CKB

*  QYTOMMMYHHbIE/BaCKYAUTbI
* BUY
* renatut C




SKCTpaKaNUNNAPHbLIA TOMepyIoHeDPUT

- AHTUTENbHbIN (aHTU-TBM) HedpurT:

cuHapom lyanacyepa

aHTU-TBM-HedpuT
MMMyHOKOMNIEKCHDIM 3KCTPaKanuanapHbiv NH:
cUCTeMHanA KpacHana sonyaHKa (BH Il v IV knacc)
KpuornobynmHemmyeckunin Hepput (renatut C, numbomsl, numdonnasmaLuTombi)
BAaCKY/UT Npu peBmaTongHom apTpute (moxkeT 6biTe ANCA-NO3UTHBHbLIM)
HeppUT Npn MHPEKLMOHHOM 3HAOKApAMUTE
IgA-HedponaTua (nypnypa leHox-LWeHnalHa)
dnbpunnapHbin N

ManioMMMYHHbIV 3KCTPAKaNW/INIAPHbINA U 0YaroBbili HEKPOTU3MPYIOWMIA TH:

cuctemubie ANCA-accoumMmpoBaHHbIe BAaCKy/INTbI

orpaHuyeHHo-noye4Hbin ANCA-BacKynuT

ANCA-HeraTuBHbII MAaIOUMMYHHbI SKCTRAKANMWAAAPHDbIN TH

IKcTpakanuAiapHbIA MTH ¢ nepekpecTHbIM CUHAPOMOM:

aHtTM-Fr6M/ANCA
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AHUA-accoummpoBaHHble BaCKY1UTbI
MonuaHrMuT C rpaHynemaTosom/rpaHynemaros Bererepa

Ma/IOUMMYHHbI 04aroBbI U CEFrMEHTapHbIN HEKpOoTU3Mpytowmn 'H

MaNIOMMMYHHbIM NONYAYHHBIN (3KCTpaKanuAnApHbIn) MH
MUKPOCKOMUYECKUIA NOANAHTUUT

Ma/IOMMMYHHbIN 04aroBbI/ U CErMEHTapHbIM HEeKPOTU3npyowmin N'H

MaNOUMMYHHBbIY MOAYAYHHBIW (3KCTpakanuanapHelid) MH
303UHODUNbHbIM NOANAHTUUT C rpaHynemaTo3om/cnuHapom Yapra-Crpocc

MaZIOMMMYHHbI O4AroBbIi U CEFMEHTAPHbIA HEKpPOTU3MpYytow i M

MaNOUMMYHHbI/ MONYNYHHbIW (3KCTpaKanuanapHbii) MH

Y
B APNgs
(N A




Mopdonormnyeckaa knaccudpurkauma ANCA-
aCCOLMUPOBAHHbBIX romepynoHedpuUTos

MMcTonormueckan Kateropua — G@ep;enenuem M OKD\V. &

‘ |
N N L R O A \'v—.r N

Ouvarosbiu > 50% HOpPMaNbHbIX KNYOOYKOB
[onynyHHbIN > 50% KnyHOUYKOB C K/IETOYHBIMM NOAYIYHUAMU
CmeLwaHHbIN < 50% HopmaneHbIX, < 5-% ¢ nonynyHuamm, < 50%

CK/IEPO3MPOBaHHbIX KNyH6OYKOB

Ckneposupytoni > 50% MONHOCTLIO CKNAEPO3NPOBAHHLIX K1YyDBOYKOB

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 pucka npn ANCA-accoummnpoBaHHbIX BaCKyaUTax

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

Percentage of normal glomeruli (N)

NO >25% 61 (53) Rei. 0
N1 10%-25% 39 (33.9) 1.49 442 1.18-165 0.027 4
N2  <10% 15 (13) 2.39 108 2.77-42.6 <0.001 6

Tubular atrophy + interstitial fibrosis (T)
TO =25% 63 (54.8) Ref. 0
T1 >25% 52 (45.2) 0.80 222 0.82-6 0.117 2

Renal function at time of diagnosis (GFR)

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

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

b

Risk group Peints

Low 0
Medium 2-7

High 8-11

a)

N - HOpMmazabHBIe KAYDOUYKN

T — TyOyasipHas aTpodusi ¥ MHTePCTULMaAbHbINE pUuOpo3

G — CK® (GFR) Ha MOMEHT OMOIICIN)

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

b)Tpu rpynnel pucka: Huskmii, 0 0aaaos; cpegnuii, 2-7 0aaa08; 1 BbicOKUii, 8—11 6aaa0B

Brix et al. Kl 2018

k -
ELSEVIER




Pepgxune sapuaHtbi IKIH
d NumdbonponndepatnusHble 3aboneBaHms

* 6one3Hb OTNOMKEHUA NEerkKUX/TAXKeNbIX Lenew

3 MuenonponudbepatusHble 3ab6oneBaHuUsA

*  WCTUHHaA NONNLNTEMUS
* XPOHWUYECKMK MUESIONENKO3
*  MUeNnoAuCNNaCTUYECKUN CUHOPOM
(J BonesHb TakanAcy



CneKkTp KOMN/IEMEHT-aCCOLUUNPOBAHHDIX
NnopaXXeHnk noyekK

| IgA-HedponaTma
MembpaHo3Has HedponaTua
NocTcTpenTtokokKoBbin MH

(]

AKTnBauuna MBL

OTnoxKeHne MMMYHHbIX
KOMNNEKCOB

AHTUTENA K NOYEYHbIM
dHTUTreHaMm

Aucperynayma
AKTUBUPOBAHHOIO
anbTEePHATMBHOIO NyTH

BONYaHOUHBIV HeppUT | AHTUTENIbHOE OTTOPXKEHMEe
MembpaHo3Haa HedpponaTms noYeyHoro TpaHcn/aHTaTa
MmmyHoKomnnekcHbit MIMTH AHTU-TEM b0onesHb

IgA-HedponaTma |

Atnnnysbin FYC |
C3 rnomepynonatusa

* bone3Hb NNOTHbIX 4ENO3UTOB
Miwemnyeckoe noepexaeHne noyek
ANCA-accouMnpoBaHHbIN BaCKYAUT
MOCTCTPENTOKOKKOBLIN Fr1OMepyoHedpUT

Thurman, AJKD




PaK nerkoro

MoyeyHo-KNeToYHanA
KapuuHoma

PaK xxenypgka

PaK TONCTON KULWLKKU
PakK npocraTtbl
Pak moueBoro nysbipA

Pak noaenypouHoii
yKenesbl

PaK MON04YHOI XKenesbl

PaKk nuwesopaa
CtpomanbHbii pak XKKT
CapKoma ceneseHku

Pak obnactu ronosbi u
weun

Onyxonb Bunbmca
TepaTtoma

Pak anuHuKa

MembpaHo3Haa HedponaTusa, MMHKUMaNbHbIE U3MeHeHns, membpaHonponndepaTnsHblit MH, IgA-
HedponaTna, doKanbHbLIV CErMmeHTapHbIM OMepPyA0CKAepo3, NoayayHHbIM FH, TpomboTmnyeckas
MUKpOaHrmonaTua

AA amunonpo3, nonynyHHblii F'H, IgA-HedponaTns, MUHMMaNbHbIE N3MeHeHUA, GOKaIbHbIN
CEerMeHTapHbI ITOMepPY/IOCKNepPO3, membpaHonpoandepaTuBHbin MH

MembpaHo3Hasa HedponaTna, mMembpaHonponnbepaTnsBHbii FH, noaynyHHbIN TH,
TPOMOOTNYECKAA MUKPOAHTMONATHSA

MembpaHo3Haa HegponaTha, MMHUMaAbHbIE U3MEHeHMA, NoNyAyHHbIN MH
MembpaHo3Hasa HepponaTua, IgA-HepponaTua, NoAyAyHHbIN MTH
MuHUManbHbIe usmeHeHus, membpaHonponudpepaTmBHbii MH, noaynyHHbIA TH

MembpaHo3Has HebponaTua, MUHUMA/ibHbIE U3MEHEHUA, IgA-HedponaTua

MembpaHo3Hasa HedponaTua, membpaHonposnpepatTmeHblii [H, IgA-HepponaThs, POKaNbHbIN
CEerMeHTapHbiW INTOMEPYNOCKNEPO3, NONY/YHHbIN MH, TPOMOOTUYECKaA MUKPOAHTMONaTUSA

MembpaHonponupepatTuBHbii MH, GoKanbHbIN cErMmeHTapHbI OMEPYIOCKIEPO3
AA ammnnonaos
AA amnnonaos

MembpaHo3Haa HedponaTus, IgA-HepponaTus,

Membparo3Haa HedponaTna, membpaHonponndpepaTueHbii N
MembpaHo3Haa HedponaTusa

MembpaHo3Has HepponaTua, MUHUMAJibHbIE U3MEHEHWA, NONYAYHHbIN [H



PaK wenKku maTku MembpaHo3Haa HedponaTus

Pak sHaomeTtpusa MembpaHo3Haa HedponaTus

Pak A3blKa IgA-Hed@ponaTnA

Mesotennoma MWHUMaNbHbIE U3MEHEHMA

MenaHoma MembpaHo3Haa HegponaTua, membpaHonpoandepatTnsHbii MH, OKaNbHbIM CErMEHTAaPHbIN
rNOMEpPYNOCKIEepOo3

Pak Koxu (6a3anmoma, Memb6paHo3HaA HedponaTma

CKBAMO3HbliA)
deoxpomouuToma MembpaHo3Haa HepponaTma

Tumoma MuHUManbHble n3MeHeHus, membpaHonpoandepaTusHbliit MH, doKanbHbIN CErMeHTapHbIN
FNMOMEpPYNOCKNepPOo3, MONYAYHHbIN MH

PaK cnloHHOM Kenesbl MembpaHo3Haa HedponaTms
PaK AanuKa MembpaHo3Haa HedponaTus
3n0Ka4yecTBeHHble Memb6paHo3Hana HedponaTma

onyxosn mo3ra

LLBaHHOMA MembpaHo3Hasa HedponaTnA
Capkoma MWHUMaNbHbIE U3MEHEeHMUA
AHTMOCKpPKOMA MembpaHonpoanpepatnsHbii MH

PaKk wurtoBupgHoi Kenesbl  [onynyHHbin IH

Capkoma Kanowuu MonynyHubii TH



LUUTOKUHbI U
NONUKNOHANbHbIE

nonaTtum npu muenonpoandepaTnusHbix 3aboneBaHuAX

®DoKanbHLIN CErMEHTAPHbI

| TNOMEPY/IOCKPEOD3

MesaHrrnonponndpepaTtueHbin H

MembpaHo3Has HepponaTma

IgA-HepponaTus
BbicTponporpeccupytowmi N
MembpaHonponngepaTtrsHbii MH
MuiHUMa/ibHbie U3MeHeRuA
MT13-accounmnpoBaHHan
rnomepynonaTma

. (me3aHrnanscHbIn

CKNepo3/rnnepKneToyHOCTb,
CerMeHTapHbIN CKNEPO3,
XpoHun4yeckaa TMA,
NHTPAKaNUANSPHAA
MHPUNbTPALMA
reMono3TUYECKUMU KNeTKaMu)

NcTuHHAA noanumtemms, scCeHLmanbHan
TpombouuTemua, NnepsnUYHbIN Mnmenodnbpos, ocTpbIn
MUenonemKkos

VICTMHHaA noanumTeMus, acceHumaibHan
TpombounTemua, NnepBnUYHbIN MUeNoPnbPo3, OCTPbLIN
MUEsI0NIENKO3

epBurdHbI MNenodpnbpos, XPOHUYECKNA
MUWUENOMOHOUMTAPHbIN NENKO3, OCTPbIN MUENOJIENKO3
NCTMHHAaA noanumMTeMmnA, XPOHUYECKUN MUENONENKO3
NcTUHHAA nonnumtemms, XpOHUYECKUI MUENONENKO3
XPOHMYECKUIA MNENIONENKO3

XPOHUYECKUM MUENoNenkos

MepBUYHbIN Mnenodunbpos, NCTUHHAA NOINLUTEMMS,
3CCeHLMNaNbHas TpOM60IJ,MT€MVIH XpOHVll-leCKVIM
MUENONENKO3 )




Bes feno3vumMmn NnapanpoTemMHos

. napaHeonnactuyeckme rnomepynoHedputol (MH, BMU, ®CIC, MINMH, BINrH)

. paguaunoHHbI HebpuT
.neKapCTBeHHble HedponaTtumn (MU, MH)

06ycnoBneHHble napanpmem‘-@@héﬁ NNen. HOM OKNDVIeE
C OPraHNM30BaHHbIMKW AeNO03MTaMM NAPaNpPOTEMHOB
NMMYHOTN06YAMHOBLIN amunounzos (AL/AH)
NMMYHOTaKTOMAHbIN rnomepynoHedput (GOMMID)
KPMOTrNobynuHeMn4eCcKkuii ioMmepy1oHePpuUT (npn inmdomax u makporiobynmHemmn BanbaeHctepma)
C He OpraHM30BaHHbIMM AENO3UTaMM NAPANPOTENHOB
6one3Hb OTNOXKEHMA Nerknx/Taxensix uener (LCDD, HCDD, LCDD/HCDD)
nponndepaTUBHbIN MOMEPYNOHEPPUT C MOHOK/IOHaNbHbIMK geno3utamu IgG/IgA (PGNMID, 6one3Hb Nasr)
rnomepynoHedpuUT € MOHOKAOHAAbHBIMU MHTPAKANWAMAPHbIMK Aeno3uTtamm IgM (npu

MakpornobynmHemun BanbaeHctpema)

aHTN-FBM 6onesHb, MHAYLIMPOBAHHAA NapanpoTeEMHaMM

C3-rnomepynoHedpuT, UHAYLUMPOBAHHbIN NapanpoTeMHamm






HoaynAapHaa rmomepynonaTtma

J BonesHu otnoxKeHnAa MOHOK/IOHA/IbHbIX T |
MMMYHOTN0BYNINHOB (MHOXKECTBEHHAA MUENOMA, FNTES
MaKpornobynviHemusa BanbaeHctepma, B- ¥
KAeTouHble NMMGOMbI, MOHOK/IOHAIbHAA
raMmanaTia NOYEYHOro 3HayeHuna)

* BonesHb OTNOKEHUA Nerkmx uenemn
e Bosie3Hb OTNOXKEHUS TAXKENbIX Lenen
e Bone3Hb OTNOKEHUA NEerKUX N TAKENbIX Lienew

(J CaxapHbiit gnabet
J NomnonaTtuyeckas




BMMU

@dCrc

MH

BonyaHouyHO-
noAo6HbIi HeppuT

ManoummyHHbIit IKIH

NvTtni, 3on0t1o, nHTepdpepoH, HMNBC

[epounH, HTepdEepoH-a, NUTUI,
namuapoHaT/aneHgpoHar,
aHabonnyeckne cteponabl

3010TO, NEHULWANAMUH, KanTonpwuAn,
6yunMNNamMnH, pTyTHble NpenapaThbl,
KanTonpwa, npobeHnuua,
TpumeTtagmoH, HMNBC, nuruoutopsi LLOT -
2, Knonuaorpenb, NUTUN,
¢opmanbaerng, yrnesogoposHble
coegvHeHUA

MapanasuH, XMHUANH

NHrMBUTOPbI MMMYHHbIX KOHTPOJIbHbIX ToYekK (ICPI)
NHrMbutopbl aHrMoreHesa - COCyamcToro
3HAOTeNManbHoro gakropa pocta (VEGF),
NHrMbutopsbl peL.enTopoB coCyancToro
saHpoTennanbHoro ¢aktopa pocta (EGFR) n
TUPO3NHKKHA3bI

NHrMBuUTOpbI UMMYHHLIX KOHTPOJIbHbIX ToYekK (ICPI)

NHrMOUTOPbI MMMYHHbIX KOHTPO/IbHbIX To4YeK (ICPI)
MHrmbuTopbl aHrMoreHesa - COCyaAncToro
3HAOTEeNMaNbHOro gpakropa pocta (VEGF),

NHrMBUTOPLI MMMYHHbIX KOHTPOJIbHbIX ToueK (ICPI)

NHrMbutopsbl peL.entTopoB coCcyanucToro
IHAoTeNnanbHoro gpakropa pocta (EGFR) u
TUPO3UHKUHA3bI



HacneactseHHble ¥ cemeliHble HedponaTum

CuHgpom AnbnopTa: NPOTEUHYPUA, IPUTPOLUTYPUA. AMarHo3s npm oTCYyTCTBUM
cemenHoro aHamHesa — IM. BoamoxHo dopmuposaHme HC Bcheacteune pa3sButus
BTOpUYHOro ®CIrc

Bone3Hb TOHKNX BazanbHbix MembpaH (fobpoKayecTBEHHAA cemenHan remaTtypums)

BpoxkaeHHbIn HC «dUHCKOro Tuna» n apyrue BpoxaeHHble HC: npoAasnatoTca y
AeTen, reHeTnveckoe obcneagoBaHme Ha MyTauuu reHoB HeppuHa N NOAOUMNHAE -
NPHS1 NPHS2, (nHOraa y noapoCTKOB M MOJIOAbIX B3POC/bIX — MyTaUUU He
NAEHTUOULMPOBAHbI)

CuHapombl AeHunc-Apaw, @pansep, Henn-Matenna, MNupcon, Wnumke v ap.
(myTaumm reHos WT, Lmx1b 1 ap.) — HeppoOTUUYECKMIA CUHAPOM

BropuuHbiit PCIC npu annasnu/rmnonnazmm n pasindHbiX AUCNNa3UAX CO
CHUYKEHMEM MACCh! AeMUCTBYIOWEN NAapPEHXUMDbI



bone3sHb Pabpwm (K1ybouxkn + KaHaNbLbI U COCYAb!) rukochuHronmnuapl
rnoboTpmnaosunuepamma)

HacneactBeHHble 601€3HM HAKONIEHUA C NOPaXKeHUem Kny6ouKkos
. !_ o= ; - > ) - -

Cungpom lN'ypnep/mykononucaxapmugos tuna | H Mykononucaxapuapl (MMKO3aMUHOINMKaHbI)
I-kneTouHasa 6onesHb/MmyKkonunuaos Tmna ll Mykononucaxapuapl ([/IMKO3aMUHOIIMKaHbI) U CGUHTOAUNUAbI
bonesHb lNowe rMuKkonunuabl (rnokouepebposng)
Hedpocnanngos Onurocaxapuapl

JinnonpoTerMHoBanA rnomepyaonarusa AnonunonpotenH A, Bun E

Deduumt nekTUH-xonecrepon auunTpaHcdepasbl NNHA

KonnareH lll rnomepynonatus KonnareH Il

®dnbpoHeKTMHOBAA rnomepynonaTusa ®PUOPOHEKTHH

HedponaTtnueckunii ULUCTUHO3 (Yalle KaHaNbUbI + LmcTun

KNy60uKM)

Bone3Hb MNpKe/60ne3Hb HAKONNEHUA IIMKOreHa [nnkoreH

(kny60uKM + KaHanbubl)

bonesHb Pedpcyma dutaHOBas KMCNOTa



www kidney-international.org KDIGO executive conciusions

Management and treatment of glomerular diseases  [# coectioupane)
(part 2): conclusions from a Kidney Disease:

Improving Global Outcomes (KDIGO) Controversies OPEN
Conference

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

Bropoe coobuweHune o pesynbTatax KOHPepeHU M No NPOTUBOPEHUAM
OCBETUT:

1. nepBuYHbIEe NOAOLUTONATUM

2. KOMMAEMEHT-accoLMMUpPOoBaHHbIE MomMepyaapHbie 3aboneBaHna
3. BONYAHOYHbIN HEQPUT

4. ANCA-accoummpoBaHHbIM HEGPUT

5. ¥ MOHOK/IOHa/NbHble raMManNaTMM NOYEYHOro 3HAYEeHUA
Pe3ynbraTtbl ABYX OTYETOB NArYT B OCHOBY 0OHOBAEHNA PEKOMEHAALNN,
KOTOPOE HaYHeTCA B aBrycre 2018 ro,u,a

Th|s report summarizes the dlscussmns on pnmary ph!mmueumal mdustr\) was convi ened on \oumber 17-19,
podocytopathies, lupus nephritis, anti-neutrophil 2017. The goals were to evaluate the progress that has been
cytoplasmic antibody-associated nephritis, complement- made in the evaluation and management of glomerular dis-
mediated kidney diseases, and monodional gammopathies  eases, assess continuing gaps in knowledge, and identify the
of renal significance. existing guideline recommendations that should be revisited
Kidney International (2019) 95, 281-295; httns//dal.arg/t0.1016 in the next update. The attendees were especially encouraged

to outline the most controversial aspects of glomerular
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Source: Nephrol Dial Transplant @ 2019 Oxford University Press




Mpumep 1 Mpumep 5

OCHOBHOW gMarHo3: UMMYHOKOMMAEKCHbIN HedpuT, OcHoBHOM AMarHo3: aHTU-FTBM I'H (aHTuTena K FEM No KAMHUYEeCKUM
acCoOUMMPOBaHHBLIN ¢ renatutom C (Mo KANHUYECKUM AaHHbIM) OaHHbIM)

Mpodunb nospexgeHusa: MMMH Mpodun1b NOBPEKAEHNA: HEKPOTU3UPYIOLLMI U NOAYNYHHbIN TH
JononHuTenbHble HaX0A4KN: UMMYHHblE MUKPOTPOMObI C [lononHuTenbHble Haxo4KW: BbipaXkeHHbI OKH

rNOMEePYNSAPHbIX Kanuaaspax, BepoATHO 06CyN0BNEeHHbIE IXpOHM3aLI,l/IF|: nerkan (oUeHKa no WKane xpoHusaumm 3/10)

KpuornobynnHemueit Il Tuna
XpoHM3auuA: ymepeHHas (oLeHKa Mo LWKane XxpoHusaumm 6/10)

Mpumep 2 |Mpumep 6

OcHoBHOWM gMarHo3s: IgA HedponaTtua OcHOBHOWM AgunarHo3s: nponndepatmBHbii MH ¢ geno3mtamm
Mpodunb noBpexkaAeHUA: Me3aHrnonpoandepaTusHbIn 1 /MOHOK/NIOHanbHbIX 1gG kappa (PGNMID)
cKaepo3upyowmii N’ Mpodunb nospexaeHns: MIMMH

LLkana oueHkn: M1, EO, S1, T1, CO no Okcodpackoi Knaccudukaumm |[ononHutenbHble Haxodku: 1gG3 cybkaacc
_ XpoHu3aums: ymepeHHas (oueHKa no LWKaie XpOHM3aL 1K 7/10) {

Mpumep 3 [Mpumep 7 J
OcHoBHOW AnarHos: ¢pubpunnapHbin M OcHOBHOW AMarHo3: KpuornobynuHemmyeckun N’H, Tun |, ¢
Mpodunb noBperkAeHNA: Me3aHIrMonponndepaTUBHbLIN U MOHOKJ/IOHaIbHbIMK genosutamu IgM kappa (MakpornobynmHemus
cKaepo3upyowmii M'H BanbaeHcTpema no KAVHUYECKUM LAHHbIM)
JononHuTebHble HaXO4KWN: MONoXKMTEeNbHAA OKpacka Ha DNAJBI, Mpodunb nospexxaerHns: MMIMH
HeraTMBHasA OKpacka KOHro-KpacHbIm L OnoNHUTENIbHbBIE HAXOAKN: UMMYHHbIE MUKPOTPOMObI B rTIOMepyAAPHbIX
XpPOHU3aUMA: yMepeHHaA (OLeHKa Mo WKane XpoHu3aumm 6/10) Kanuanapax u aptepuonax

~ |XpoHwnszauusa: nerkas (oueHKa no Lkane XpoHW3aumum 4/10)
Mpumep 4 ‘ 1 1 L _ Mpumep 8 ! ZA11111 )M
OcHoBHoM anarHo3: ANCA-accoumvipoBaHHbIn MH (aHTUTena K PR3 no 'OCHOBHOI amnarHos: C3 M'H (accoummpoBaHHbI C MOHOKNOHAaNbHOWM
KAMHUYECKMM AaHHbIM) rammanaTtmein NOYEYHOro 3HaYeHna)
Mpodunnb NOBPEKAEHNA: HEKPOTU3UPYIOLLMI U NONYAYHHLIA ['H Mpodunb nospexaeHna: MIMTH
Knacc: oyarosbiit JlononHuTeNbHble Haxoaku: C4d - HeraTMBHO, METOAMKA C NPOHA30M He
JononHuTenbHble HAXOAKN: BblpameHHbIM OKH BblAIBUIA 3aMaCKMpPOBaHHbIX 4eno3uTos Ig

XpoHu3aums: nerkas (oueHKka no wkase xpoHnsaumum 3/10)  XpoHW3auus: ymepeHHas (OueHKa no Wwkane xpoHusauum 7/10)



d Mopoxaem obHoBAEeHHbIX pekomeHaaunin KDIGO um
CO34aHuA Bceobbemntowen naToreHeTU4eCKo
KAaccuouKkaumm rnomepynoHeppmToB Ha OCHOBE
PA3PO3HEHHbIX KNAacCUPUKALLMN OTAENbHbLIX POopMm

(1 A noKa uTo byaem MmeTb B BUAY, UTO CBETOOMNTUYECKUIA
npoduab NOBPEKAEHUA HE ABNAETCA AUAFHO30M,
«MOPTPET» Ke natoreHesa aaeT
NMMMYHOP/THOOPECLLEHLMA U (B YaCTW cny4aes)
3NEKTPOHHAA MUKPOCKOMNUA, N BCE 3TO HEOBX0ANMO
OLEHMBATb B COYETAHUU C KJIMHUKOM K
NnabopaTopHbIMU TECTAMMU



Upnonatnyeckue N BMW/DCrc Hderuynn onrH/anrH
MH MIIMH
IgA-HedponaTmaA? MH
MIMrH ??? SKIH
CucteMmHan KpacHaA BONYaHKa MU MeslrH
MeslrH Onyxonu BEMW
OnrH/anrH MH
MMTH MMTH
MH
OKIMH/Ouarosblit HeKpoTU3MpyoLLmMiA MH
Mypnypa MeHox-LeHnsaHa/ MesfilrH MNapanpotenHemum MMrH
IgA-HedponaTua ONrH/ANTH MH
9KMH ONrH
AHLLA-accouunpoBaHHbI@ BaCKy/uTbl SKrH OKIrH
OuaroBbIli HeKpoTuampyowmii N'H HopynapHasa rnomepynonatua
bone3Hb lNyanacuepa OKrH NexapctBa EMU
Apyrue ayTomMmmyHHbIe U CUCTEMHDbIE MH MH
3abonesaHun Jy— p—
Arrd Tpomb6oTUUYECKUE MUKPOAHTOMNATUU MIIH
e OnddysHbii Hedpocknepos

IgA-HedponaTus

HapyweHusa perynaumm KomnaemeHTta

MIMIH

Mes[lrH

OnrH/anrH

Mcxoa nobbix rnomepynonartuia

®CIC/orre

OnddysHbIn Heppocknepos




