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Hedponormnyeckme koHrpeccosl WCN 1 ERA 2024 roga: 4To HOBOro B BOMpoCe BefeHus
60NbHbIX C MaTosIOrMen KoMmnaeMmeHTa? KioyeBblie BbIBOAbI BbICTYMIEHWNA
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Hedponornueckue KoHrpeccol WCN

m ERA 2024 ropa: 4TO HOBOIro B Bonpoce
BeAeHUA 00JibHbIX C NaToNorvemn
KoMmnnemeHTa? KniouyeBble BbiBOAbI
BbICTYNJIEHUM

BecHon 2024 roga npowo Asa Hanbosiee 3Ha4YMMbIX U MaCLLITabHbIX MeXOyHapO4HbIX
KoHrpecca B obnactun Hedposorun. 13—16 anpensa B byaHoc-Anpece (ApreHTuHa) npowen
BcemupHbin kKoHrpecc Hedponoros (WCN) — exxerogHoe Hay4Ho-obpa3oBaTesibHOe
cobpaHmne MexayHapoaHoro obuwectBa Hedponoros (ISN). 24—26 mas B CTOKrosibme
(LUseumns) npowen 61-n KoHrpecc EBponenckon accoymaumm Hedposoros (ERA).
MporpamMmbl KOHFPECCOB BKJOYann B ceb MHOXXEeCTBO CECCUN, MOCBALLEHHbBIX CMIOPHbLIM
BOMpocaM, Bbl30BaM M NocnegHUM Hay4HbIM pa3paboTkam B obnactm Hedpoaorum mn
Mopdonormn. Hnxe npuBeaeH npegMeTHbI KpaTKuil pa3bop KoYeBbIX BbICTYMIEHWN

1 BbIBOAOB, CBSAI3aHHbLIX C KOMMJIEMEHT-0nocpenoBaHHbIMK 3aboneBaHnsaMN.

lMoxxanyvicta, HA>XMUTE Ha MHTEPECYLLNI BaC pa3aes, 4Tobbl ero OTKPbITh.

OcHoBHble Te3ucbl KoHrpecca WCN (bysHoc-Aupec; 13—16 anpens
2024 ropa)
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Hanbonee nHTepecHble goknaabl 66111 nocesLleHbl peunansam C3IM
B TPAHCMNAHTUPOBAHHOW NOYKE.

e Ocoboe BHUMaHUe BbI1O yaeneHo pe3ynbTaTaM nccnenosanmsa b. Hondge
N COaBTOPOB, KOTOpoe bbino npoBeneHo B CLLIA Ha ocHoBe AMepUKaHCKOM
KJINHNYECKOW 3/1eKTPOHHOM Ba3bl. B pamkax nccnegosaHuns boisia nposeneHa
MHOIOLEHTPOBas OLUEeHKa XapakKTepucTunk 284 naumeHToB C YCTaHOBJIEHHbIM
AnarHosom C3ITl. OCHOBHbIe Te3UCbl UCCefoBaHUA:

1. MaumeHTbl Cc peunauBomMm C3ITl B TpaHCNIaHTaTe Yale UMeNn KOMopbuaHbie cocTosHUA U Gonee
Bbipa>KeHHble cMMNTOMbI AN, Yallie nonyYyanu remoauasnus 1 UMMYHOCYNPECCUBHYIO Tepanuio’.
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Kidney status at the
index date (N=284)

C3G in the
native kidney
Characleristic n=251
Charison Comorbidity Index score
Mean + SD 23x27 2124
Comorbidities included in the Charison Comorbidity Index score’, n (%)
Kidney/renal disease’ 171 (60.2) 138 (55.0)
Chronic pulmonary disease 70 (24.6) 59 (23.5)
Diabeles without chronic complication 56 (19.7) 43 (17.1)
Congestive heart failure 54 (12.0) 42 (16.7)
Malignancy 46 (16.2) 37 (14.7)
Peripheral vascular disease 43 (15.1) 32(12.7)
C3G-related comorbidities, n (%)
Hypertension 184 (64.8) 153 (61.0)
Faligue/tiredness 93 (32.7) 76 (30.3)
Edema 78 (27.5) 66 (26.3)
Pain 60 (21.1) 48 (19.1)
C3G-related procedures, n (%)
Kidney biopsy 60 (21.1) 46 (18.3)
Kidney transplant® 33 (11.6) 0
Hemodialysis 27 (9.5) 18(7.2)
Treatments, n (%)
CV-related 178 (62.7) 149 (59.4)
ACEi 115 (40.5) 100 (39.8)
ARBs 73(25.7) 60 (23.9)
CS (oralllv) 153 (53.9) 125 (49.8)
Immunosuppressive agents 59 (20.8) 32(12.7)
Eculzumab 7(2.5) 3(1.2)

Post-transplant
recurrent C3G
n=33

39+36

33 (100.0)
11(333)
13 (39.4)
12 (36.4)
9(27.3)
11(33.3)

31(93.9)
17(51.5)
12 (36.4)
12 (36.4)

14 (424)
33(100.0)
9(273)

29 (87.9)
15 (455)
13 (39.4)
28 (84.8)
27 (81.8)
4(12.1)

2. CpegHee Bpems nporpeccupoBaHusa XBIM y nauneHToB ¢ peuuanBoM B TPaHCNJaHTaTe Obinio
3HauMTeNbHO Kopoue (0,5 Mec.) No CPaBHEHMIO C NAaLMEHTaMM C HaTUBHbIMKM noukamu (13,9 mec.)’.
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C. Stratified by kidney transplant status at index date

100 Baseline kidney transplant
Had baseline kidney transplant
—— No baseline kidney transplant
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e B mexxgyHapogHoM nccnegosaHunm 385 naumeHTtos ¢ C3IM n3 CLUA, EBponbl, Kntas
N AnoHUK 6bIN0 NOKa3aHO, 4TO 42% NaUNEHTOB HY>)XKAAKTCHA B TPAHCMIaHTaUnm
MOYKN. ¥ NaymMeHTOB, KOTOPbLIM NpoOBeAEHA TPaHCNaHTaumMsa No4Yku, HabngaeTcsa
yny4dweHne cumntToMaTukn, bonee megneHHoe nporpeccupoBaHme XbI1, a Takxe
CHVXXeHMne ypoBHSA npoTenHypumn. Tem He meHee y 60% 13 HUX OTMeYaeTCHa peunans
C3rn s TrpaHcnnaHTaTe. CywecTtByeT 6onblwas NOTPebHOCTb B HOBbIX NOAX0AaX
K Jle4eHunto, No3BOosIAILWMNX 3aMeINTb NporpeccmpoBaHme 3aboneBaHuns u
MUHUMU3NPOBaTL PUCK peunamnsa C3IT B TpaHCNNaHTaTe MoYkun’.

OcHoBHble Te3ucbl KoHrpecca ERA (Ctokronbm; 24—26 mana 2024 ropa)
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KoHrpecc nocetuno 6onee 6 500 y4yacTHMKOB 13 125 cTpaH. NMpumepHo 250 goknag4ynkos
nogennnnce HabnwogeHnamm o npobnematmke XbI1, TpeHAaX OTHOCUTESIBHO Ananusa n
BO3MO>XHOCTSAX MPUMEHEHNSA NCKYCCTBEHHOIO MHTEJIJIEKTa B AMarHocTtuke 3abonesaHun, a
Tak>Xe npeacTtaBuan pesyfbTaTbl NOC/AEeAHUX KIMHNYECKUX nccnenoBaHun.

e B cBOEM foKNage npodeccop neamaTpun 1 3aBenyoLlinin oTaeneHnem L4eTCKOomn
Hedposiorn YHMBepcnTeTckonm KnnHnkn Nempensbepra (FrepmaHunsa) ®paHu LWedep
03BY41J1 OCHOBHbIE BbIBOAblI CBOEro nccaenosaHnsa «C3-rnomepynonatus
N NMMYHOKOMMNEKCHbIN MeMbpaHonpoandepaTUBHbIN riaomMmepynoHedpuT
Ha NPOTSXXEHUWN XN3HWU: flaHHble EBponenckoro peectpa peakux 3abonesaHunm
novyek»>:

1. C3I'T uMeeT TeHAEHLMUIO K NpoABJieHUIO B 60Jiee paHHeM Bo3pacTe, Yyem UK MMrH.
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Distribution of Age at Disease Onset C,QE@ESS
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2. UK MINTIH xapakTepusyeTtca 6osiee BLICOKOM HacTOTON (PYHKLMOHANbHBIX HApPYLUEHUH NoYeK npum
nepBbIX NPosABJieHUsAX 3abonesanuns’.
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3. UK MINTIH cBsazaH c 60onee 6uicTpbIM NporpeccuposaHnem TXBI, uem C3IM°.
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Kidney Survival by Disease Type O
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4. Havyano 3aboneBaHus Bo B3pPOCJZIOM BO3pacTe CBA3aHO C bonee 6bICprIM nporpeccmposaHueMm

3aboneBaHus no CpaBHEeHMUIO C 3aboneBa

HUeM, Ha4aBLLIUUMCA B AeTCTBe3.
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Ooknapg o pesynbTaTtax nevyeHusa C3IM v UK MIMIMH no gaHHbIM LLUMPOKO N3BECTHOro

HauwnoHanbHOro peectpa peokux 3ab

oneBaHU novyek BennkobputaHum (nccneposaHme

RaDaR) nokasan, 4To CHuxXeHne npoTenHypun gake Ha 20% MoxXeT YMeHbLUUTb PUCK

pa3sutua TXBI Ha 25%, a B ciiyyae C
cokpallaeTcs B 2 pa3a’.
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HVKeHNa npotenHypun Ha 40% puck passutuna TXBI



C3G (C3GN+DOD) patents UPCR change diagnosis to 12mos

Annual eGFR Slope in first 2 years post diagnosis

Percentage change in UPCR 0—12 months and HR of KF (RaDaR)

Hazard Ratio (Cl)
50% decrease — 0,48 (0,28 - 0,84)
40% decrease- —— 0,56 (0,36 - 0,87)
20% decrease- . 0,75 (0,60 - 0,93)

No.. - ° 1(1,1)
20% decrease- . 1,34 (1,07 - 1,67)
40% decrease- R — 1,79 (1,15-2,79)
50% decrease- —— 2,07 (1 N 3-6)
01 0,2 03 1 2 5 10
Hazard Ratio (95% CI)

Annualized eGFR slope and HR of Kidney failure (RaDaR)

Hazard Ratio (Cl)

Annual eGFR slope -10 -

Annual eGFR slope - 8 4

Annual eGFR slope - 6 -

Annual eGFR slope - 4 -

Annual eGFR slope - 2 4

Annual eGFR slope - 0 4

2,21(1,20 - 4,07)
1,88 (1,16 - 3,07)
1,61(1,11-2,32)
1,37 (1,08 - 1,75)
1,17 (1,04-1,32)

1(1,1)

Annual eGFR slope + 2 -

— i

0,85 (0,76 - 0,96)

0,1

1

Hazard Ratio (95% CI)

2

e bbbl NpeAcTaBAeHbl pe3ybTaTbl HOBOMO UCCAenoBaHMsa 06 oTBeTe Ha Tepanuio Npu
TMA BO BpeMs NepBUYHON rocnuTannsaumm naymeHToB c alYC. B obuien cno)xXHocCTun
13 634 NauMeHTOoB B (PMHAJIbHYIO rpynny BOWIN 556 BbKMBLUMX (MO AaHHbIM
BbIMNCKK). K CoXXaneHunto, HopManan3aumns TpoMOboLNTOB, CHMXKEHNE KpeaTUHMNHA
n IOl Yepes3 Mecsu 1 gaxke 4epes rof He rnokasasin CBA3U CO CHUXXEHNEM
CMepTHOCTU. TONIbKO HOopManun3aumsa TpombounToB K 60 gHIO KOppenmpoBana




CO CHM>XXEeHMeM CMepPTHOCTM, YTO NO3BOJISET pacCMaTpmBaTb LAaHHbLIA Mapkep
KaK MpeauKTop A0JroCPOYHON BbKMBAEMOCTI .

e Ha KoHrpecce 6bian NnpeacTaBfeHbl pe3ybTaTbl PETPOCNEKTUBHOINO aHan3a
3anncen N faHHbIX CTPaxoBbiX NpeTeH3uin «CxeMbl sie4eHns nauneHTos ¢ C3IT».
Hanbonee pacnpocTpaHeHHON CXEMOW fle4eHNs Takux nauneHTos bbina
noanep)xmeakwLlas Tepanns ¢ UCNosib3oBaHMEM NHrnbutTopos ANP/BPA. MeHee TpeTu
naumeHToB NoJlyyYasn MMMYHOCYNpecCaHTbl B Te4eHne BCcero nepnona HabnwogerHums.
3HauynTesnlbHasa YaCTb NaUVEHTOB NpepBasia sieyeHne no HasHa4yeHHon cxeme. B ceoeMm
3aKJ1l04YEeHUN aBTOPbl NCCIe40BaHNA NOAYEPKHY N, YTO NMPOrpeccnpyoLLnin xapakrep
C3I'T B coveTaHUM C HaCTbIM USMEHEHNEM CXEM JIeHeHUA B CUJY OTCYTCTBUSA
LLesieBON, MaToOreHeTUYeCKON Tepanum CBUAEeTeNbCTBYET 0 HEOOXOANMOCTH
pa3paboTKy HOBbIX BapUAHTOB JleyeHns’.
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Table 1. Treatment sequencing and duration of concomitant treatment by treatment line for patients with C3G

Treatment sequence (n=346)

First line Second line Third line Fourth line Fifth line

Treatment, n (%)

Any treatment 346 (100.0) 152 (43.9) 61(17.6) 23(6.6) 7(2.0)
ACEI/ARB 263 (76.0) 93 (61.2) 39 (63.9) 11 (47.8) 4(57.1)
ACEI/ARB + IST 20(5.8) 20(13.2) 61(17.6) 23(6.6) 7(2.0)
ACEI/ARB + eculizumab 0 1(0.7) 0 0 0
ACEI/ARB + SGLT2i 7(2.0) 6(3.9) 4(6.6) 3(13.0) 0
IST 49 (14.2) 26 (17.1) 6(9.8) 4(17.4) 1(14.3)
IST + eculizumab 1(0.3) 0 0 0 0
IST + SGLT2i 0 1(0.7) 0 0 0
Eculizumab 3(0.9) 2(1.3) 0 0 0)
SGLT2i 3(0.9) 3(2.0) 3(4.9) 1(4.3) 1(14.3)

Median treatment duratio, months (95% Cl)

ACEi/ARB 9.1(7.7,127)  8.1(6.0,127) 6.3(4.0,9.2) 158(3.0,NE) 6.4 (3.6, NE)
ACEI/ARB + IST 359(12.9,NE) 20.8(15.2,NE) 11.3(7.3,NE) NE (3.3, NE) NE (NE, NE)
ACEI/ARB + eculizumab N/A NE (NE, NE) N/A N/A N/A
ACEi/ARB + SGLT2i 176 (13.1,NE)  7.8(4.7,NE)  145(9.3,NE)  NE (NE NE) N/A
IST 1.2(1.0,3.0) 19(1.0,34)  1.9(1.1,NE) 6.4(1.0,NE) 5.8 (NE,NE)
IST + eculizumab NE (NE, NE) N/A N/A N/A N/A
IST + SGLTZi N/A 3.2 (NE, NE) N/A N/A N/A
Eculizumab 1.6 (1.0, NE) NE (1.0, NE) N/A N/A N/A
SGLT2i 1.9 (1.0, NE) NE (2.2, NE) NE (5.7, NE) 4.8 (NE,NE) 1.9 (NE, NE)

e [lpocpeccop OxoHaTaH bappaTT, Nnpodeccop u3 Jlectepckoro YHUBepcuTeTa
(BennkobputaHus), noaennacs BO3MOXXHbIM NOAX0A0M K Tepanuun IgA-HedponaTuu,



CBSI3aHHbIM C BO3ENCTBUEM Ha pa3nnyHble 3BEHbA NMNaTOreHesa 3aboneBaHus.
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DokTop CaHoxue CeTn N3 BCEMUPHO N3BECTHOW KNMHUKN Meno (CLLIA) — aBTop
COBpPEMEeHHOWN Knaccudpunkaumm membpaHonponmpepaTnBHOro raoMmepysioHegpmta —
OTMETW Ba>KHYI0 MPOrHOCTMYECKYIO POJib anonnnonpoTenHa E B gudpdepeHumnanbHom
ONarHoCcTukKe, no3posifwen otrpaHnyinTb b4 ot C3-rnomepynoHedpuTa. 3Ta HaxonKa
MMeEeT BbICOKYIO LLEHHOCTb, 0CO6EHHO B MEANLMHCKUX YHPEXOEHNAX, TAE d/IEKTPOHHAS
MUKPOCKOMUS HeAoCTyrnHa' .
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CnMCcoK coKpaLwieHUn



ERA (European Renal Association) — EBponenckas accounauymns Hecposioros;
WCN (World Congress of Nephrology) — BcemupHbI KOHrpecc Hedpoornu;

XBIN — xpoHun4yeckasa 60ne3Hb NoYyek;

ISN (International Society of Nephrology) — MexayHaponHoe obLiecTso He(po10ros;
C3Irn — C3-rnomMmepynonaTtus;

MK MIMMH — nMMYHOKOMMAEKCHbIN MeMbpaHonponngepaTUBHLIA F1IOMePYIOHEePUT;
TXBIMN — TepMnHanbHas XpoHnyeckas 6one3Hb noyek;

TMA — TpoMboTMyecKas MUKpPOAHronaTus;

alYC — aTuUNnNYHbIA FeMOJINTUKO-YPEMUYECKUA CUHOPOM;

NAr — naktatoerngporeHasa;

CK — CbIBOPOTOYHbIN KpeaTUHWH;

AMN® — aHrMoTEH3MHNpeBpaLLAOWNNA PepMeHT;

BPA — 6510KaTOp peuenTopoB aHMMOTEH3MHa,

BN — 60ne3Hb NJIOTHLIX OEMNO3NTOB;



Al — apTepunanbHaga rmnepTeH3ns.
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