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OnpeneneHue

* HedpoTtnueckmum cnHapom
(HC) - noteps 6enka c
moyon 3,5 r/1,73 m2/24
yac unm 40 mr/m?/uac nnu
50 mr/Kr/24 yaca ¢
pasBUTUEM
rmnonporenHemun (colis.
anbbymunn<25 r/n),
rmnepaMnuaeMmmu u
OTEKOB.

* CTteponapesnucTeHTHbIN
HC - BapuaHT
3aboneBaHua, npu
KOTOPOM 6-HeAeNbHbIN
nepopasbHbIA KypC
npeaHM30n0Ha/NpeaHn30
Ha B go3e 2 mr/Kr unu 60
Mr/M? B AeHb He NpuBen K
PEMUCCUMN NPOTENHYPUU




Innaemuonorna HCy neteun

* EXXerogHaAa Yyactota BO3HMKHOBeHUA — 2-7 cnyyaes Ha 100.000
e PacnpoctpaHeHHocTb — 12-16/100.000

A.Eddy, J.Simmons: Lancet 2003; 362: 629-39



[TogoumTapHbie NPOTEMHBI U CTPYKTYPA NOAOLMTA

Namnonatnyeckmnm
HC -
noaoumMTonaTus

Podoplanin

Podocalyxin

TRPC6 \
° . 0-ACTN4 e :
: ——_— e AP Utrophin LK) c::é:;:x:
Nephrin __7 4 & .
et AR sillas  GLOMERULAR
P-cadherin e Integrin BASEMENT
Densin > 4 E MEMBRANE
Fat1 g Laminin Il
Collagen IV e
(¢3, 04, 05)

e e
Qo

)
® FENESTRATED ©® @

(Winn M P JASN, 2008)

| —
e o



LnpKynupytowime GpaKkTopbl B NaTOreHese
HePppPOTUYECKOrO CMHAPOMA

Table 1. Partial List of Proposed Humoral Mediators of Glomerular Permeability in Idiopathic Nephrotic Syndromes

Candidate Factor Major Findings Example References

Permeability factors from T cells ~ Stimulation of T cells from nephrotic individuals releases substance(s) that 11,22
induce vascular permeability in guinea pigs; secreted products of a T-cell
hybridoma from MCD individual induces proteinuria when injected into rats

Hemopexin Present in normal and MCD plasma; proteinuria after injection into rats with 23-25
decreased nephron expression in rat glomeruli

IL-13 Overexpression in rats produces features of nephrotic syndrome without 26
histologic changes

CLC-1 Present in FSGS plasma; induces permeability in isolated glomeruli; 27
decreases nephron expression ex vivo and in vitro

Angptl4 Induced in multiple rodent proteinuric models; podocyte transgenic rats 27
develop proteinuria

suPAR Induced in FSGS, but not MCD, patient sera; transgenic mice develop FSGS 6

and proteinuria

Note: Other proposed mediators include vascular endothelial growth factor, heparinase, sialidase, and C-mip (intracellular
protein).

Abbreviations: Angptl4, angiopoietin-like 4; CLC-1, cardiotrophin-like cytokine 1 (also known as CLCF1); FSGS, focal segmental
glomerulosclerosis; IL-13, interleukin 13; MCD, minimal change disease; suPAR, soluble urokinase plasminogen activator receptor.

Parikh et al, AJKD 2011
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lcchenoBaHMA NO NeYeHU0 HePPOTHUUYECKOro CUMHAPOMA

Mopdonornueckne ocHOBbI

C3I-HedponaTuA
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CrepoupgpesucreHTHbiit HC Crepoup3asmucumbiv HC
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CumntomaTuyeckoe neyeHume HC

e leueHue nHpekuum (baktepuanoHon, supycHowm (Varicella Zoster),
BaKLUMHaLMA.

e /leyeHne n npodunakTuka Tpomob0308 (MObMUNM3aLMA, renapuUH UNK
HMTI 1 gunupupamon npu Salb<20 r/n)

e /leueHue HapyLweHUn MuHepanbHoro metabonmama (sut.D 2000-4000
ME, Kanbuut oo 500 mr B AeHb)

* leyeHune otekos (B/B 20% anbbymuH, nasmkc oo 10 mr/Kr)



[IMarHOCTUKa MHTPABACKYIAPHOro 06beMHOro cTaTyca NPU PasHbIX
MexaHM3max PopMMPOBaAHUA HEPPOTUHECKOTO OTEKA (NPU HOPMANbHOMN
CK®) (J. Van de Walle)

 HepoHanonHeHue Uk/(Uk+Una)=74+21%
* Hopmosonemus Uk/(Uk+Una)=38+18%
* NepenonHenune Uk/(Uk+Una)=37+18%




OMMM npu HeEPPOTUYECKOM CUHAPOME

17 ueHnTtpos B CLLIA

Onnmn s 50,9% rocnutanmMsauum
* R-27,3%
e |-17,2%
* F-6,3% (3MNT notpebosanachb B 2%)

Puck OllN yaeaneaetca npmn CPHC

daKTOopbl PUCKA
* NHpeKuma (odds ratio 2,24%)
* HedpoTokcmueckue npenapatsl (1,35)

e Kakabli HePPOTOKCUYHDBIM NpenapaT NoBbIWaET pUCK Ha 38%

Rheault et al, CJASN, 2015



PeXxnum 0031MpoBaHUA
npeaHu3oHa/npeaHmn3onoHa npu HC

e CtaHpapTHaA ao3a 2 mr/Kr unm 60 mr/m2 B AeHb

* [lpun exxeaHEBHOM Npueme- CyTovHaA A03a AeNUTCA Ha TPU PaBHbIX
4acTu KaxKable 8 YacoB

* [pu anbTEPHUPYIOLLLEM PEXMME BCA A03a NPUHMMAETCA B OAUH
YTPEHHUN Npuem. PekomeHayeTcs ee cHuKeHue a0 40 mr/m? B AeHb

* Mlpn AAUTENBbHOM NpUeme BO3MOXKHa 3aMeHa NpeaHU30/10Ha Ha
MEeTUNNPEAHNU30/I0H ANA YMEHbLLUEHUA MUHEPANOKOPTUKOUAHOTO

3dpdeKTa
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BapuaHTbl Te4eHMAa HC B 3aBUCMMOCTM OT OTBETa Ha
KOPTUKOCTepouabl

CTreponauyBCcTBUTENbHbIU-PpeMUCcHA Ha 4-HeaeNbHOM Kypce npeaHu3oHa/npeaHn3onoHa 2 mr/Kr
nnmn 60 mr/m?2

* Hepeuyuousupyrowul (20-30%)
* pedKopeyudusupyrowuli- He bonee 3 peunamBoB B roj,
* yacmopeyuousupyrowuli- He meHee 2 peunamsos B 6 mecaues (Ao 50%)

* cmepoud3asucumsbili- peunuamB Ha CHUXKEHUU A03bl NPEAHM30/10HA UU B CPOKM MeHee 2 Heae/lb
noc/sie ero oTMeHbl

* 1030HeYyscmeaumersbHsbil- PEMUCCUA NPU ANUTENbHOCTU Tepanun 6onee 4 Hepenb

* 8MOPUYHO-PE3UCMEHMHDbIl- OTCYTCTBUE PEMUCCUM NPU NOBTOPHOM Kypce npeaHMU30A0Ha Npu
oyepeaHOM peuuanse

Creponape3nucTteHTHbIN



HavyanbHaga Tepanua: npuHuMnmanbHbI MOMEHT

* [IpOAO/IKNTENBHOCTb Ha4alIbHOW TEPANUK NO-BUAMMOMY MMeeT bonbliee
3Ha4YeHue, YemM KYMYNIATUBHAA 033 CTEPONAO0B
Elisabeth M Hodson, John F Knight, Narelle S Willis, Jonathan C Craig
Corticosteroid therapy in nephrotic syndrome: a meta-analysis of randomised
controlled trials
Arch Dis Child 2000,83:45-51

* APN Nephrotic Syndrome Study VIIl: 12 Hegenb £ CyA —pa3nnuma yepes 2 roaa
OTCYTCTBYIOT, 3@ UCK/IIOYEHMEM OTCPOYKM nepsoro peunausa (P.Hoyer)



SPPEKTUBHOCTb NEPBUYHOMN TEPANNM
(APN, EhrichJ, Brodehl J Eur J Pediatr 1993;152:357-61)
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YacTopeunamBmpyowmm n ctTeponasaBncmmblif
HC BapMaHTbl N0AX0A3

* MMHMManbHaA Ao03a NpPeaHN30/10Ha, NpeaoTBpaLlaoLas peunans
noA, KOHTPOJIEM PA3BUTUA NOOOYHbIX 3P PEKTOB.

o AKUAUpYyowme areHTbl: umknopochbammug 2 mr/Kr uam xnopamoyumn
0,2 mr/Kr B AeHb B TeyeHne 8-12 Heae b C aIbTEPHUPYIOLLUM KYPCOM
npeaHn30n0Ha

* UnknocnopuH A 3-6 mr/kr (C0O-80-150 Hr/mn, C2- 800-1200 Hr/mn)
e leBamun3zon 2,5 mr/Kr yepes aeHb (HenTponeHus!)

* MM

* Putykcumab

 KombnHauum nepevyncneHHoro



ANKUANPYIOLLME areHTbl

* CoxpaHeHune pemuccmmn yepes roay 67-93%, yuepes 5 ner—y 36-66%
(paHHble 70-x- 80-x rogoB XX BeKa)

* 12-HepenbHbIN Kypc UP saddekTnBHee 8-HepenbHoro (67% mn 30%
PEMMCCUMN Y-3 2 TOQ COOTBETCTBEHHO (APN, Arch Dis Child 1987; 62:1102)

* 3pPpekTnBHOCTb LUD BbiLLEe Y YaCTO-peunanNBUPYIOLLUX YEM Y CTEPOUA-
3aBUCUMbIX (APN, N Engl J Med 1982; 306: 451)

* NNopor roHagoToKkcnyHoctTn ana LUd - 250 mr/Kr



JleBaMm3on

* CoxpaHeHue pemuccnn y 14 6-Hbix Ha neBamun3sone ny 4 6onbHbIX B
rpynne naauebo yepe3 112 aHeW nocne OTMEHbI CTeponaoB (Bcero
61 6-Houn). HC peunanBmpoBan B nepBbie 3 Mec NOC/ie OTMEHbI
J1eBaMmn301a. (British Assoc Ped Nephr, Lancet 1991; 337:155)

e [locTOBEPHOE CHUMKEHME YaCTOTbl PELNANBOB U CTEPOU/-
cbeperatrownit apPpekt y 43 60nbHbIX co C3HC npmn ANNTENBHOCTH

neyeHuna ot 6 Ao 31 Mec. (Bagga A. et al, Pediatr Nephrol 1997; 11:415-7)



LIcA npun YPHC n C3HC.
Pe3synbTaThl 1

* [lonHas oTMeHa NpeaHU30/10Ha C COXPaHEHUEM
pemuccum > 6 mecaues -y 61 (78%), ns3 Huxy 33
(42%) — nonHoe oTcyTCTBME peunamBoB Ha GoHe
NeYyeHus

* YperkeHue peuuanBoB Npu yMeHbLIEeHNM A03bl
ctepongos y 36 (46%)

e OTcyTtcTBUE adpdeKTay 9 (12%)

MaTtseeBa M.B., 2012



LIcA npun YPHC n C3HC
Pe3ynbtaThbl 2

* YMeHbllIeHune cpeaHen Ao3bl npeaHmn3onoHa c 1,4
mr/kr/48 4 no 0,4 mr/kr/48 u

* YMeHbLUeHue YacTtoTbl peunausos c 2 (1,5; 3) ao
0,7 (0,5; 1) chyyaes B roa,

e CHuxKeHune CK® >30% -y 15 peteun (19%), n3 Huxy
5 (6%)— LIcA otmeHEH Yyepe3 19 (10; 38) mecaues
(MUH. — 6 mec.)

MaTtBeeBa M.B., 2012



MM®® npn HC y neten.

33 pebeHKa c YPHC Hopm.CKD
MM® 600 mr/m? x 2 p B AeHb (8o 1000 mr)

CHuXKeHune npeagHnU30a0Ha 3a 16 Hegenb

24 (75%) coxpaHann pemuccuio 6 mecaues Ha MM
* CHM3nnacb 4Yacrtota peungmsos cl e 2 mec go 18 14,7 mec
* Y 8 —pemuccua nocne otrmeHol MM

* ¥ 8- peunams Ha MM

R.J.Hogg et al; 2006, Clin ] Am Soc Nephrol,1:1173-1178



MM®® npn HC y neten.

e 21 pebeHoK c C3HC

* MM® B TeyeHune 1,0+0,5 net

* CHM»KeHune YyacTtoTbl peumnamnsos ¢ 0,8+0,41 po 0,47+0,43 B mecay, (p<0,02) — Ha
40%

* HU3KMIK NPoUEHT NOBOYHbIX ABNEHNIN U XOPOLLUAA NePEeHOCUMOCTb

I.Novak et al, 2005, Pediatr Nephrol, 20:1265-1268



[Mepexoa ¢ UcA Ha MM® — BO3MOXKHOCTb n3bexaTtb
HEPPOTOKCUYHOCTM.

* 9 neteit c C3/CPHC c np1M3HaKamMu LIUKIOCMOPUHOBOMN HEPPOTOKCUYHOCTU

* Nosbiwatowwanaca goza MM® ao 1r/1,73 m? x 2 pasa B AeHb, oTMeHa LicA n
CHUXeHWe A03bl CTepOnaos

* Yepes 9 mec — coxpaHeHne pemuccum 6e3 noboYyHbIx ABAEHUN

* NosblweHne CKP ¢ 76,9+4,8 no 119,9+5,9 ma/MUH, CHUKEeHUE cpeaHelt A03bl
npeaHmnsonoHa ¢ 0,85 go 0,29 mr/Kr B AeHb

T.Ulinski et al. 2005 Pediatr Nephrol, v.20:482-485



Putykcnmab

* MlOHOKNOHaNnbHblIe aHTUTena Kk CD20

* NMocne noBTOPHbIX MHDY3UIM PUTyKCMmaba 375 mr/m? coxpaHanacb pemumccus
C3HC B nepuop otcytctaua CD19. lNpun nx HapactaHMM OTMeYanca peunams,

KYNUPOBAHHbIN NOBTOPHbIM BBEAEHWNEM. (Gilbert RD et al. Pediatr Nephrol 2006;21: 1698-
1700; Francois H. et al. Am J Kidney Dis 2007;49:158-161)

* [Nob6ouUHbIe ABNEHUNA: NINXOpPaaKa, 03HOD, HDEKLMMK

* Putykcmmab cnocobersoBan pemmccum HC takke npm MIH, ®CIC, so3spate l'H 8
NOYEeYHbIN TPAHCNANAHTAT (Ahmed MS, Wong CF; NDT 2008; 23: 11-17)
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PUTYKCUMAB B NEYMEHUU HE®POTUHECKOIO CUHAPOMA

PEXXUM BBEAEHUA (I KYPC)

375 mr/m2 (8/B) x 2-4
YACTOTA BBEAEHUA

1 pa3 B Hepgento

NPEMEAUKALIUA

3a 30 MUH A0 BBeAeHMUA
AHTUNMPETUKMU, Hanpumep, auetammHodeH (napaueramon)
(B BO3pacTHOM A03MpOBKeE)

aHTUrMCTaMUHHbIE NpenapaTbl, Hanpumep audeHrngpamuH (aumeapon)
(B BO3pacTHOM A03MpoBKe)

FMIOKOKOPTUKOCTEPOUAbI, HANpumep,
meTtuanpeaHusonoH 1,2-2,0 mr/kr (8/8)
Hauano uHdysnm mepnerHoe, 10-20 mn/uac, npu oTCyTCTBUM
He)XeNaTeNbHOM peaKkumm CKOpoCTb YBe/IMUNBaAETCA



PUTYKCUMAB B NEYMEHWUU HE@POTUHECKOIO CUHAPOMA

NPOPUNAKTUKA NHEBMOLMCTHOW NHEBMOHUU

C nepBoro AoHA BBeaeHUA PUTyKcumaba Ao socctaHoBaeHUA B-KneTok (> 5 kKn/mkn)

KO-TPUMOKCA3O0/ (CY/Ib®AMETOKCA30/1 + TPUMETONPUM)

B TeUEHMe Tpex nocneaoBaTe/bHbIX AHEN KaXKAYIo Heaento

. AeTtu ctapwe 12 ner

960 mr/cyT (B gBa npuema)

AeTn maaguwe 12 ner
* 450 mr/m2 (375 mr/m2 + 75 mr/m2) x 2 pasa/cyt
OPMEHTUPOBOYHO (pa3oBbie 403bl):
Ha 0,26 m2 — 120 mr
Ha 0,53 m2 — 240 mr
Ha 1,06 m2 - 480 mr

CymmapHasa cyTouyHas Ao03a He A0/KHa npesbiwaTtb 1920 mr/cyT



Putykcrnmab B co4eTaHUM C APYTMMU
cTeponacbepratommm npenapaTtamin

Rituximab for childhood-onset, complicated, frequently

relapsing nephrotic syndrome or steroid-dependent A
nephrotic syndrome: a multicentre, double-blind, 100 =
. . — Rituximat
randomised, placebo-controlled trial
90 — Placebo
Kazumoto lijima, Mayumi Sako, Kandai Nozu, Rintaro Mori, Nao Tuchida, Koichi Kamei, Kenichiro Miura, Kunihike Aya, Koichi Nakanishi,
Yoshiyuki Ohtomo, Shori Takahashi, Ryojiro Tanaka, Hiroshi Kaito, Hidefumi Nakamura, Kenji Ishikura, Shuichi Ito, Yasuo Ohashi, on behalf of the 80 .
Rituximab for Childhood-onset Refractory Nephrotic Syndrome (RCRNS) Study Group o] 4
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JAMA Pediatrics | Original Investigation 2018

Efficacy of Rituximab vs Tacrolimus in Pediatric
Corticosteroid-Dependent Nephrotic Syndrome
A Randomized Clinical Trial

Biswanath Basu, MD; Anja Sander, PhD; Birendranath Roy, MD:; Stella Preussler, MSc; Shilpita Barua, MD; T. K. S. Mahapatra, MD; Franz Schaefer, MD
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Tacrolimus 60 58 53 49 44 38



Both the rituximab dose and maintenance

immunosuppression in steroid-dependent/
frequently-relapsing nephrotic syndrome have
important effects on outcomes

Eugene Yu-hin Chan , Hazel Webb', Ellen Yu®, Gian Marco Ghlggen Markus J. Kemper
Alison Lap-tak Ma Tomohuko Yamamura Adm Slnha Arvind Bagga Jullen Hogan Clalre Dossier”,

Marina Vivarelli'®

Isaac Desheng Liu' Konch| Kamei'” Ken;n Ishikura'#'?, Priya Saini'*'” and

‘M) Check for updates

Kjell Tullus'
Dose of rituximab:
* Low dose: 375 mg/m? (n=191)
* Medium dose: 750 mg/m? (n=208)
e High dose: 1125-1500 mg/m?2 (n=112)

Table 3| Primary outcomes: relapse-free survival following
rituximab therapy

Relapse-free time (mo)

Low dose Medium dose High dose P value

All 11.8 (10.1-15.8) 119 (104-143) 130 (11.8-174) 0.36
Without mIS 8.5 (7.2-13.3) 12.7 (104-16.9) 143 (12.0-184) 0.03
With mlIS 14.0 (11.0-18.1) 10.9 (10.0-14.2) 12.0 (9.0-22.0) 0.17

mlS, maintenance immunosuppression.
Values are medians (95% confidence intervals).

Relapse-free survival probability (%)
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Kidney Int, 2020




Putykcnmab npm namnonatnyeckom C3HCy
neTeun

* PTM ponxkeH pe3epBnpoBaTbCca ANA AeTeN C MHOXECTBEHHbIMU
OC/IOKHEHUAMU N PpePPaKTEPHOCTbLIO K APYrMM BUAAM
MMMYHOCYNPECCUBHOU Tepanuu

* PTM bonee appeKkTmMBeH npm nocneaytolien noanepKmMBaroLLemn
nmmyHocynpeccun (MM®P naum LicA

* BO3MOXHO UCNoab30BaHWe HU3KUX U cpeaHux o3 PTM
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Bo3pacT v Nnpu4nHbl HEPPOTUYECKOTO CUHAPOMA
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Linknodgpocamug npu ¢CIC

Tarshish P et al: Cyclophosphamide does not benefit patients with focal segmental
glomerulosclerosis. A report of the International Study of Kidney Disease in Children. Pediatr
Nephrol 1996;10:590-3

60 peten
MpeaHusoH, 40 mg/m2 yepes aeHb 12 mecsaues (KOHTPObHasA rpynna)

To e natoc 90 aHel unknodpochammuaa, 2.5 mg/kg B oaHy yTpEeHHI00 A03Y (3KCcnepumeHTaibHanA
rpynna)

B 06eunx rpynnax npumMepHoO y YETBEPTU AETEN NPOTEUHYPUA NTMKBMANPOBANACH

CooTHOLWeEHME AeTeN C NOBbILWEHUEM, YMEHbLUEHNEM U HEN3MEHEHHOW NPOTENHYPUEN B 0benx
rpynnax K KoHuy uccneaoBaHua 6bin10 04UHAKOBbBIM.



JleyeHue OCICy neteun nynbc-tepanmen M,
umMKnopochammaom m npeaHn3oOHOM

e 32 pebeHKa co ctepouapesncteHTHbiMm HC n CIC

e NMynbc MM (MeTtunpea) 20-30 mr/Kr 2 Hepenu yepes AeHb C NOCNeAYIOLWMM
yperkeHuem BeBeleHuUA

MpeaHu3oH 40 mr/kB.m yepes AeHb

Linknopochamua 2 mr/kr c 11-1 Hepenu - 8 Heaenb

Pemuccusa npotenHypuu npm HopmanbHon CKO y 21 pebeHka (66%)

* NPU APYrux BapuaHTax fnevyeHusa -25-35%

Tune BM, Mendoza SA, JASN 1997; 824-832



[Tobo4YHble 3PPEKTbI MMMYHOCYNPECCUU

* KopTukocrtepous,
bl

[MnepTeH3unA
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LluknocnopuH A + npeaHMU30/10H per

0S

* CpeaHAna aosa 4-5 mr/Kr-CaHaMMMYH-
Heopan®

(7 mr/Kr-2 6onbHbIX, 10 mr/Kr- 1
6onbHON)

[locTuXXeHue TepaneBTUYECKOU
KOHUeHTpauuu LICA B CbIBOPOTKe

C-0 118 Hr/mn (100-120 Hr/mn)

C-2 1088 Hr/mn (1000-1200 Hr/mn)

* MpegHu3onoH 1-1,5 mr/Kr yepes AeHb C
NOCTENEHHOM OTMEHOM K 6-12 mecauy
neyeHuUA

Komapoesa 0., 2011



ddektuBHocTb Tepanumn LUICA y peten ¢ dCIC
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Tepanua CPHC y neten ¢c npumeHeHnem M1, LICA n npeaHW30N0Ha (Ehrich et al, 2007,
NDT 22: 2183-2193)

Steroid-resistant idiopathic childhood nephrosis
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9PPEKTUBHOCTb LIMKNOCNOPUHA A U NOYEYHaA BbIXXMBAEMOCTb Y AETEN CO
cTepoOnNapPe3NCTEHTHbIM HEDPOTUYECKUM CUHAPOMOM

Figure 3. Renal survival in children with steroid resistant
idiopathic nephrotic syndrome according to Cyclosporine A response.
CsA-S: Cyclosporine A sensitive; CsA-R: Cyclosponne A resistant;
CsA-S: Solid line; CsA-R: Dotted line.
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A.Zagouri J Bras Nefrol
2013;35(3):191-199



CpaBHeHMe UMKNOCNOPKUHA 1 Takpoammyca npu OCIC
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Putykcnmab npn CPHC vy neten

e 33 pebeHka c CPHC (24 nepBUYHO PE3UCTEHTHbIX)
* OTtcyTtcTBue addpekta ot UP 1 MHriMbmntopoB KanbLMHENPUHA

* YeTbipe MHOY3NU pUTYKCMMmaba natoc npeaHn3onoH 1,5 mr/Kr c
NOCTEeNeHHbIM CHUXXEeHnem

* Yepes3 6 mecAaues:
* 27% nonHbIX U 21% YacTUUYHDbIX pemuccun, 52% 6e3 apdekra

Gulati A, Sinha A, Jordan SC, Hari P, Dinda AK,
Sharma S, Srivastava RN, Moudgil A, Bagga A.
Clin J Am Soc Nephrol. 2010 Dec; 5(12):2207-

12. Epub 2010 Aug 26.



Pe3synbtathl C Tepanuu B nepsbin roa ot Aebtota CPHC

Table 2. Response to IS treatment episodes during the first year after disease onset in 612 patients with SRNS

Treatment Episodes (+Oral Steroid, £RAS) Complete Remission Partial Remission No Remission Total
Oral

CNI 129 (29.8) 82 (18.9) 222 (51.3) 433

CPH 9(9.2) 8(8.2) 81 (82.7) 98

MMF 2(8.3) 2(8.3) 20 (83.3) 24

CNI + MMF 4(11.8) 10 (29.4) 20 (58.8) 34
iv Pulse

Steroid pulse 16 (6.8) 25 (10.6) 195 (82.6) 236
iv+ Oral

Steroid pulse + CNI 4(8.2) 5(10.2) 40 (81.6) 49

Steroid pulse + other 1(5.9) 1(5.9) 15 (88.2) 17

CPH pulse *+ other 1(12.5) 1(12.5) 6 (75.0) 8

Rituximab =+ other 2 (28.6) 0 5(71.4) 7
All first-year treatment episodes 168 (18.5) 134 (14.8) 604 (66.7) 906
Best response in treated patients 150 (24.5) 101 (16.5) 361 (59.0) 612

In total, 232 (38%) patients were treated with more than one treatment protocol during the first year after disease onset. Most efficacious treatment was used to
classify patients. Data are given as number (percentage). RAS, renin-angiotensin system; CPH, cyclophosphamide.

Trautmann A. et al ] Am Soc Nephrol 28: 2017



Manudecraums Hedporuveckoro CHHAPOMA: CTapT NPeaHUI0N0Ha Per 0s B CTandapTHOR go3e
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i-6 Hegens

(0 mecRyeE

G mecrueE

12 mecaues

24 mecaua

OTBET Ha CTEPOML OTcyTcTame Pemmccai YarTMuHan PEMWCCHA Nonuar Peskccns
CPHC l CYHC

Nepmog, + AHTHNPOTEWHYDHYECEER TEpANKA HAMD wan BPA
T I T B o H A + pEr 05 NpeqHUE0NoH +/- B8 METUANPEQHWIONOH Mo3anwi oTeer (6 Heaens)
MeHETHYECHHA W MOPEONOTHUECHHA QUarsos RIS —l
CPHC He-reneTHuecHA CPHC MioHoreHHBIR CPHC
* v
OTeeT Wa MK Tepania MK + WAND nAK BPA + CHMseHHe NpegHHIoRaHa" Npagonsesde WAND wan GPA,
l -l- l‘ OTHEHS NPEAHAIOADHD
LT EET — HacTe4an CITCYTCTRME CPHL, peancTesTHeR
PEMMCOUN - [ Pemuccua PaMMHCCHN - o
I 'l
MMHFHHMWZALHA 0038 - NpoapAwaTts MK Ormena HE*®
MK, £ MME npH - B HauaNsHOR
cTepow- HAY4 T I‘iﬂ y
WYBCTEHTE AnHD HE- _‘L |
pelXaMBax ! i L MoaAdas CCyTCTEME |
*'. *'. FemuccHa PEMMHOCHE iﬂﬂﬂﬂphpﬁﬂfh B KAMmAueCE0E HOCNEQ0RaHAE
l ~- Peuywnaus |
i Mp#M HEBOIMOMHOCTM DBCCMOTRMTE PUTyHOAMaE
Crrmexa MK noche ' |
12-24 mecaues Steroid OTcyTeTEME Pemnccnn— MynbTH-neRapcTBeHHbIR
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Anroputm BegeHuA geten ¢ HedppoTUYECKMM CHHOPOMOM.

https://theipna.org/wp-content/uploads/2022/02/IPNA_SRNS_Russian.pdf



[ToyeyHana BbixMBaemocTb Npu CIC 1 OTBET Ha Tepanuto
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No Remission 361 205 107 61 36 21 13

Trautmann A. et al ] Am Soc Nephrol 28: 2017



BbixkmBaemocTtb npu GCIC
B 3aBUCUMOCTM OT AOCTUKEHUA PEMUCCUN

Complete
Partial

Renal survival

No Remission

' [l 1 I3 ' 1 i § '}

) N S S SR |
0 1 2 3 4 5 6 7 8 9 10 11 12 13 14 15

Years
CR 55 40 16 8
PR 117 62 27 1
NR 108 43 13 5

Troyanov..., Cattran, et al for the Toronto GN Registry, JASN 2005



Renal survival probabliity (%)
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[MToyeyHasa BbIXKMBAEMOCTb B 3aBUCMMOCTU OT ructonornm CPHC
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[ToyeyHaa BbixMBaemocTb Npu PCIC 1 reHeTMKa

1_0 - |

0.9

0.8 -

0.7

0.6

0.5

0.4

Renal Survival Probability

0.3

0.2

0.1

0.0

Sporadic IIS sensitive

Sporadic IS resistant

Familial
Genetic

00

137
365
139
214

25

86
205

138

50

7.5 10.0 12.5 15.0

Time to ESRD (years)

48
112
49
71

25 11 9 4
62 33 17 i
30 21 10 8
44 27 1" 6

Trautmann A. et al ] Am Soc Nephrol 28: 2017



OTBeT Ha UMKAOCNOPUH A NpU reHeTn4eckom n HereHetnyeckom CPHC
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[ToyeyHaA BbIXKMBAEMOCTb Nnpn reHetTn4eCkom N HereHETN4eCkom CPHC
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BO3paCT I\/\aHl/ICbeCTaLI,Ml/I HC Npn MmyTaunax aCCounMmMpoBaHHBIX C HUM TreHOB
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[Toaxon K neyeHunto HC y neten
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2 g Damien G Noone, MB BCh BAO, Kazumoto
lijima, MD, Prof Rulan Parekh, MD The Lancet
Volume 392, Issue 10141, Pages 61-74 (July

2018)



