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OnpepnenexHne

* HedpoTtuieckuii
cuHapom (HC) - noteps
6enka c moyom 3,5r1/1,73
M?2/24 yac unu 40
mr/m2/uac unu 50
mr/Kr/24 vaca c
pa3BUTMEM
rmnonpoTenHemum (cbis.
anbbymuH<25 r/n),
rmnepaMnuaemMmmu u
OTEKOB.

*  CrepounapesncTeHTHbIN
HC - BapuaHT
3aboneBaHus, npu
KOTOPOM 6-HeaenbHbIN
nepopasibHbIN Kypc
npeaHu3onoHa/npeaHns
OHa B 03€e 2 MI/Kr unu
60 mr/m? B peHb He
MPUBEN K PEMMUCCUU
NPOTEUHYPUU




Anupemuonorua HC y aeteu

* EXXerogHas 4acTtoTa BO3HUKHOBEHUA — 2-7
chyyaes Ha 100.000

e PacnpocTtpareHHocTb — 12-16/100.000

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



LUnpKynnpytouwme GakTopbl B natoreHese
HePPOTUYECKOrO CUHAPOMA

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

Candidate Factor Major Findings Example References

Pemeability factors from T cells ~ Stimulation of T cells from nephrotic individuals releases substance(s) that 1,22
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 glomerut; 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 B
and proteinuria

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

Abbreviations: Angptid, 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 plasminagen activator receptor.

Parikh et al, AJKD 2011
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OTBET Ha KOPTUKOCTEPOUAHYIO TEpanuio y AeTel
C NEPBUYHLIM HEDPOTUHECKMM CUHAPOMOM
(ISKDC, 1981)
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Mopdonormyeckme BapmaHTh!

ctepouppesucredtHoro HCy 115 aeten. (HU3/ PAMH,
2005)

O®CrC 44,3%

B Mun 13,9%

W Me3MrH 20%

I MNrH 11,3%

@ Mem6p 'H 7,0%
B Amunoua 3,5%




CumnTtomatuyeckoe neyeHme HC

Nleuenune nHodekunm (baktepmnanbHON, BUPYCHOM
(Varicella Zoster), BakunHauus.

JleueHune n npodunaktTnuka Tpomb0308B

(MoBunusauma, renapuH U AUNUPULaMON Npu
Salb<20 r/n)

JleueHue HapyLeHnm MuHepanbHoro metabonmama
(suT.D 2000-4000 ME, Kanbuum ao 500 mr B oeHb)

JleyeHue oteKkos (B/B 20% anbbymuH, nasmkc ao 10
Mr/Kr)



[InarHocTnKa MHTpaBacKynApHOro o6bemMHoro cratyca npu
Pa3HbIX MexaHn3max GopmMmrpoBaHUa HEGPOTUYECKOro OTEKa
(npn HopmanbHon CKD) (J. Van de Walle)

* HepoHanonHenme Uk/(Uk+Una)=74+21%
 Hopmosonemusn Uk/(Uk+Una)=38+18%
* MNepenonHenune Uk/(Uk+Una)=37+18%




Pexxum A03npoBaHUA
npeaHuM3oHa/npeaHmn3onoHa npm HC

CraHpapTHaa 0o3a 2 mr/kr unm 60 mr/m2 B AeHb

Mpu exXegHEBHOM Npueme- CyToYHasa A03a AeNuTcs
Ha TPW paBHbIX YaCTU KaxKable 8 4acoB

[1pn anbTepHUpYyioLem pexxume BcA 403a
NPUHUMAETCA B OAUH YTPEHHUN NPUEM.
PekomeHzayeTca ee cHuxeHune 1o 40 mr/m? B AeHb

Mpu 4NUTEABHOM NPUEME BO3MOKHA 3aMeHa
npeaHU3010Ha Ha MeTUANPEAHN3CN0H ANA
YMEHbLUEHUA MUHEPANOKOPTUKONAHOTO 3P PeKTa
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BapuaHtbl Te4yeHuAa HC B 3aBMCUMMOCTU OT OTBETa
Ha KOPTUKOCTepouAabl

CTepouauyBCTBUTENbHbIK-peMuUccua Ha 4-HeaenbHoOM Kypce
npeagHusoHa/npeaHusocnoHa 2 mr/kr nau 60 mr/m?

e Hepeuudusupyrowul (20-30%)
* pedKopeuyudusupyrouwul- He bonee 3 peunanBsoB B roj,
* yacmopeuyudusupyrowuli- He meHee 2 peunanso B 6 mecauer (a0 50%)

- cmepoud3aeucwwbuj- peunane Ha CHUxeHuu Ao3bl NpeaHn30/1I0Ha UNU B
CPOKU MeHee 2 Hegenb Nocne ero OTMeHb!

*  [1030HeYy8cmaumesbHbll- peMuccua Npu AANTensLHOCTU Tepanun bonee 4
Heaesb

*  BMOPUYHO-pEe3UCMEeHMHbI- OTCYTCTBUE PEMUCCUN NPU NMOBTOPHOM Kypce
npeaHM30NA0Ha NPU o4epeaHom peuuanse

Ctepougpe3ncTeHTHbIN



HavanoHaga Tepanus: npuHumnuansHbIn
MOMEHT

[P0 A0KNTENBHOCTL Ha4a/IbHOM TEpanum nNo-sUanMMomy
nmeetT bosiblliee 3Ha4YeHNe, YEM KYMYIATUBHAA 4033
cTeponaos

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 V!II: 12 Hegens £ CyA
—>pasnuuna Yyepes 2 roga OTCYTCTBYHOT, 3@ UCKOUYEHMEM
OTCPOYKM Nnepsoro peumansa (P.Hoyer)



9P DEKTUBHOCTb NEPBUYHON TEPANUU

(APN, Enrich J, Brodeh! J Eur J Pediatr 1993;152:357-61)
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ONnTeNbHOCTb HaYaNnbHOro Kypca NpeaHu30oioHa N PeEMNCCUN
HCy neteu
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JleyeHune peunamnsa HedpPOTUYECKOro CUHAPOMA

* TaK ¥e, KaKk 1 nNpu nepBom anmsoae

* MpeaHun3soH/npeaHn30a0H 2 mr/Kr (60 mr/m?) B aeHb
710 TMKBUAALLV NPOTENHYPUM Ntoc 3 aAHA. Janee-
Ta e [03a B a/IbTEPHUPYIOLLLEEM PEXMME B TeYeHUe
1,5-2 mecaues ¢ nocneayioLlLeEN MOCTENEHHON
oTmeHou (APN)

 PekomeHayemasn obuwasa ANnTeNbHOCTb Kypca
cTepongHoun Tepanmmn 4,5-5 mecaues



MexaHu3am 4encTBna UMMYHOCYNPECCopOoB
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YacTtopeumnanBupyrouimm n cteponasaBucmMmbiu
HC

MuvHManeHaA Ao03a NpeaHU30A0Ha,
npeaoTBpallaowas peunams noa KOHTPOIEM
Pa3BUTUA NOOOYHbIX 3P PEKTOB.

ANKnnupyolLme areHTbl: umknobochamma 2 mr/Kr
nnn xnopambyumn 0,2 Mr/Kr B AeHb B TeyeHue 8-12
HedeNnb C aNbTepPHUPYOULMM KYPCOM NpeaHMN30/10Ha

LinksocnopuH A 3-6 mr/Kr (CO-80-150 Hr/mn, C2-
800-1200 Hr/mn)

JleBamunson 2,5 mr/Kkr yepes aeHb (HenTponeHms!)
MMO?
PUTykKCMmab?



ANKUANPYIOLLME areHTbl

CoxpaHeHune pemuccum yepes ron y 67-93%, yepes 5
net —y 36-66% (gaHHble 70-x- 80-x rogoB XX BeKa)

12-HepesibHbin Kypc U® spPpeKTriBHEE 8-HeaeNbHOro

(67% n 30% pemuccnii 4-3 2 roga COOTBETCTBEHHO
(APN, Arch Dis Child 1987; 62:1102)

dpdeKTnBHoCcTb LD BbilLe y YacTo-

peunanBupyrowmnx 4em y ctepoun-3aBUCUMbIX (APN, N
Engl J Med 1982; 306: 451)

Mopor roHagoToKcnyHocTu ans LUd - 250 mr/kr



JleBamMmun3on

 CoxpaHeHue pemmccun y 14 6-HbiX Ha NEBAMU30JIE U
v 4 6onbHbIX B rpynne nnawebo uepes 112 aHewn
nocsie oTMeHbl ctepongos (Bcero 61 6-Homn). HC
peunanBupoBas B NepBble 3 Mec NOCNe OTMEHbI
neBamm3osia. (British Assoc Ped Nephr, Lancet 1991; 337:155)

e JlocTOBEPHOE CHUMKEeHUE YacToTbl PELUNANBOB U
cTepoua-coeperatowmm apPpeKT y 43 6onbHLIX CO

C3HC npu anntensHoCTV nevyeHna ot 6 4o 31 mec.
(Bagga A. et al, Pediatr Nephrol 1997; 11:415-7)



MexaHusm gencraua LluknocrnopuHa A

Csa/Cyp




LinknocnopuH A B neYeHnmn
HedPOTUYECKOrOo CUHAPOMA

 BnepBbie NpUMeHeH Ana nevyeHna HeppoTUYECKOro
CMHAPOMa Yy B3pocabixX B 1986 roay

Meyrier A, Simon P, Perret G, Condamin-Meyrier MC: Remission of
idiopathic nephrotic syndrome after treatment with cyclosporine A. Br
Med J 292:789 -792, 1986

* BnepBble NpMMeHeH Ana nevYeHna HedpoTUYECKOTo
cCMHApoma y peteit B 1988 roay

Tejani A, Butt K, Trachtman H, Suthanthiran M, Rosenthal CJ, Khawar R.
Cyclosporine A induced remission of relapsing nephrotic syndrome in
children. Kidney Int 1988; 33: 729—-734



LicA (CanamnmmyH-Heopan®) npu YPHC n C3HC

* Martepuanbl u MeToAbl:

e 78 neteut 2-17 net; m/x-60:18. Pemuccusa Ha
cTrepouaax.

 [laBHOCTb 60nesHu 4637 mecaues

* HopmanbHaa CKP y Bcex

e |llcA B po3se 3,6 (3,2; 4,3) mr/Kr/cyTku
* C,109,0(66,9; 147,7) Hr/mn

* C,896,9 (603,0; 1026,0) Hr/mn.

MaTtBeeBa M., 2012



LIcA npn HPHC n C3HC.
Pe3synbTaTthbl 1

* [lonHaa oTmeHa npeaHU30N0Ha C
COXpaHeHuem pemuccun > b mecaues -y 61
(78%), U3 HUXx y 33 (42%) — nonHoe OTCYTCTBME

peunamBoB Ha GOHE NevYeHusn

* YperkeHue peunanBoB Npu YMEHbLIEHUM
no3bl cteponaoB y 36 (46%)

e OtcytcTBUE 3dpPekTay 9 (12%)



LUcA npu HPHC u C3HC
Pe3ynbTaTthbl 2

* YMeHbLieHue cpeaHen Ao3bl npeaHun3onoHa c 1,4
mr/kr/48 4 no 0,4 mr/kr/48 u

* YmeHblueHue 4actoTtbl peunamnsos c 2 (1,5; 3) oo
0,7 (0,5; 1) chyyaes B rozl

e CHuxeHune CK® >30% -y 15 aeten (19%), n3 HUx
vy 5 (6%)— LIcA oTmeHEH 4yepe3 19 (10; 38)
mecaues (MUH. — 6 mec.)



LLIcA npu YPHC n C3HC

 Buoncua noyku —y 15 (19%) neven yepes 25 (24; 31)
mMmecaueB oT Havana nevyeHmna CaHoMMMYHOM
Heopanom

Pe3ynbmamel:

* [Mpu3Hakn HePPOTOKCUYHOCTU — V 6 (40%)
naumMeHToB, U3 HUX y 4 (66,7%) oTmeyanmcb ann3oabl
rmnepasoTtemmu



MM® npn HC y aeten.

33 pebeHka ¢ HPHC Hopm.CKD

MM® 600 mr/m? x 2 p B AeHb (8o 1000 mr)

CHUXeHue npeaHn30/10Ha 3a 16 Hegenb

24 (75%) coxpanann pemuccuto 6 mecaues Ha MM®
CHu3unnacb Yactota peungmseos c 1 8 2 mec ao 1 8 14,7 mec
Y 8 —pemunccuna nocne otmeHol MM

Y 8 — peunaus Ha MM

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



MM® npn HC y aeten.

21 pebeHok ¢ C3HC
MM® B TeyeHune 1,0+£0,5 net

CHu»KeHune vactoTbl peumnagmnsos ¢ 0,8+0,41 no 0,47+0,43 B
mecad, (p<0,02) — Ha 40%

Hun3kni npoueHT NnoboYHbIX ABAEHNIN U XOPOLLAA
NnepeHoCUMOCTb

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



[Nepexopn ¢ LiIcA Ha MM® — BO3MOXKHOCTb
n3bexatb HEPPOTOKCMYHOCTMW.

9 peteir ¢ C3/CPHC ¢ npy3HaKaMu LIUKNOCTIOPUHOBOM
HEPPOTOKCUYHOCTH

Mosblwatowanaca gosa MM® ao 1 /1,73 m? x 2 pasa B AeHb,
oTMeHa LCA v cHUXXeHue Ao3bl CTeponaoe

Yepe3s 9 mec — coxpaHeHue pemunccmm bes noboYHbIX
ABNEHUN

NosbiweHne CKP ¢ 76,9+4,8 no 119,9+5,9 ma/muH,
CHUXeHune cpeaHen Ao3bl npeaHu3onoHa ¢ 0,85 ao 0,29 mr/Kr
B [IEHb

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



PUTYKCUMa b

MoHOK/TIOHanbLHble aHTUTeNna K CD20

[Mocne NoBTOPHbIX NHPY3UN PUTykcumaba 375 mr/m?
coxpaHAanacb pemuccma C3HC B nepuopg orcyrcremna CD19.
Mpu nx HapacTaHUM OTMEYanca PeLnams, KYNMPOBAHHbIN

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

[Mobo4yHble ABNEHUSA: AnXOopagKa, 03HOD, HPEeKLUK

Putykcrumab cnocobcerBosan pemuccum HC TakKe npu MIH,

®CIC, sBo3Bpate H B noveyHbIM TPAaHCNAAHTAT (Ahmed MS, Wong
CF; NDT 2008; 23: 11-17)



Putykcmmab npu cteponazasucmmom HCy peten

AnutenbHOCTb Peuungusbl Peuunpgusbl MpeaHuso MpeaHN30N10H
Ha6mopeHus Ao PTM nocae | Kypca NOH nocne | Kypca
nocne'l Kypca 12'mec Ao PTM 6 mec 12 mec
(mecauybi) N/ (n/rog) N mr/kr/cyt
. mr/Kr/cyT
375 x 4 12 18  (3.0) 0.0 2.0 0.78 - (moBTOPHbLIN KypC) -
| ) EERE 12 14 (18) 0.0 0.0 0.37 - -
P 375 x 4 12 17 (2.7) 0.0 0.0 0.64 0.09 0.05
B 375 x4 12 37 (37) 0.0 0.0 0.32 0.04 0.04
P 35 x 1 12 10 (1.8) 0.0 0.0 0.38 0.10 0.04
n 375 x 2 6 6 (6.0) 0.0 HET cBeAeHN 0.75 0.25 HeT cBefleHUN
375 x 2 6 12 (4.2) 0.0 HeT cBeAeHN 0.50 - HeT cBeAeHNi
“ 375 x 2 6 20 (2.5) 0.0 HEeT CBeAeHN 0.46 0.12 HeT cBeAeHNM
n 375 x 2 6 18  (3.2) 0.0 HeT CBeeHUi 0.35 - HeT cBeAeHNi
Mega. 17.0 (3.0 0.46 0.10 0.04
MwuH. 6.0 (1.8) 0.32 0.04 0.04
37.0 (6.0) 0.78 0.25 0.05

BawypuHa T.B., 2015



9dPEeKTMBHOCTL M BE30NaCHOCTb PUTYKCMMaba y fieteu ¢
pedpakTepHbim HC (meTaaHanms)

Hazard Ratio Hazard Ratio
—Study or Subgroup ___log[Hazard Ratio] SE Weight IV, Random.95%Cl V. Random.95%Cl
Lijima K 2014 -1.31 034 31.4% 0.27 [0.14, 0.53) ——
Magnasco A 2011 0.07 0.82 11.7% 1.07 [0.21, 5.35] s
Ravani P 2011 -0.95 028 35.4% 0.39 [0.22, 0.67] ——
Sinha A 2012 012 052 21.4% 1.13[0.41, 3.12] —
Total (95% C1) 100.0%  0.49 [0.26, 0.92] o

Heterogeneity: Tau? = 0.22; Chi* = 6.69, df = 3 (P = 0.08), I* = 55%

Test for overall effect: Z = 2.21 (P = 0.03) 0.01 0.1 1 10 100

Favours rituximab Favours control

Zhao et al. 2015; Scientific Reports 5, Article number: 8219



SSNS—
Long term

Median 22y
f/u

More
relapses=mor
e likely adult
relapse

No ESRD

Ruth. J Pediatr 2005;147:202-7

80%-

60%-

40%-

20%-

0%-

n

P=012 P=013

n=9

n=17

n=9%

No steroid- Steroid- ~ Onecourseof 22 courses of
dependency ~  dependency Cytotoxic treatment cytotoxic treatment

11

P=0047 P<0.001  P<0.001
n=10

n=8

13

3

n

n=1

-
CsA-therapy

Bl Aduthood relapsers (n=14)

O] Adulthood non-relepsers (n = 28)




o~

-
-

VITIE:

e el LB ]

16

o

All
Children

Nephrotic Syndrome--Etiology vs. Age

/A

100 ==

B0 o

B =4

o "

E]

PR PS ST

-

20 7

10+

Others

T
v-‘—.‘f,"ﬁ; Dialgn_l}qs' ’,"vi‘

Other
proliferative

Membranous

e Loas R gty | [ TSIy

51015 20 30 N 50 6 70 B0

P Age at Onset of NS

Cameron et al. Am J Kidney Dis 1987; 10:157

Minimal changes

H

A

o

All

Adults

10,0

5.9
1.4

16.0

25,8
9.8

19,7

1



OCHOBHbIE reHeTuuYeckKue
BapuaHTb! npn @CIrc

AyTOCOMHO-pELIeCCHUBHbLIV
HC:

- HecuHpgpomansHbIn

BpoxaeHHbIn HC ®uHckoro Tuna : NPHS1 >
HeQ@pPHUH

Crepoup-peaucreHtHbin HC : NPHS 2 >
nogouunH

HNzonmnposarHbin gngboy3HbIN
Me3aHrnanbHsIA cxknepo3 :NPHS3 > PLCE-1

- CHHAPOMAINIbHbIA

MUmmyHo-KocTHaa gucnna3uma Schimke :
SMARCAL

Muoknornumueckas anunencusa ¢ HC:
SCARBZ/LIMP-2

Cunppom Galloway-Mowat : WDR73
HC c tyroyxocrtbro : CD2757 > terpacnaHuH
HC c tyroyxocrtbio : 14¢q24.2: ?

c0Q2 Hecgponarml (c HeBponornuecKkMmmn
cviMmnTomamu) £0Q2

Cunppom Pierson : LAMB2






Llnknodocdhamua npn ©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 neten
MpeaHu3oH, 40 mg/m2 yepes aeHb 12 mecaues (KOHTpOAbHAA rpynna)

To »e nntoc 90 pHen uuknodocdammnaa, 2.5 mg/kg 8 0AHY YTPEHHIOW 03y
(aKcnepumeHTanbHaA rpynna)

B 06eux rpynnax NpUMEpPHO Y HeTBEPTU AeTen NPOTEUHYPUA
NNKBUAMPOBaNACh

CooTHOLWeHUe aAeTel ¢ NoBblleHNneM, yMeHbLIEHUEM U HEU3MEHEHHOM
npoTenHypuen B obenx rpynnax K KoHLUy nccneaoBaHus bblno 0AUMHAKOBbIM.



Neyerue OCIC y peten nynbec-tepanuen MI,
uuknopocdammaom n NnpeaHM30HOM

e 32 pebeHka co ctepounapesucteHTHbim HC u CIrC

* Mynbc MM (MeTtunpepa) 20-30 mr/Kr 2 Hepenu Yyepes AeHb C
nocneayollnm ypeeHmem BBeaeHUA

* [pepHu3oH 40 Mmr/KB.M uepes AeHb
 Uuknopocdamma 2 mr/Kr c 11-i1 Hegenu - 8 Hepgenb

* Pemuccua npotenHypum npu HopmanbHou CK® y 21 pebeHKa
(66%)
* NPU APYrnx BapuaHTtax sieveHuma -25-35%

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



No6o4yHbie 3pPeKTbi UMMYHOCYNPECCUn

* KOpTUKOCTEPO
nAb!

[MnepTeH3na
OcTteonopos

A3sbl XKKT

KaTtapakTa

OxupeHue (c-m KywmnHra)
3aepXKa pocTa
[vMnepTpuxos

[lcnxo3bi

* lluTOCTaTUKM
NHbeKumnn

Henpeccuu
KpOBeTBOpPEHUA

becnnoaue
Heonna3uu

LlmctuThbl
(umknodocpamma)

f[enaToTOKCUYHOCTbL
(azaTnonpun)

JleroyHan TOKCUYHOCTb
(knopambyuun)

Anoneuusa



KnuHuyeckmne nccnegosaHus LICA
npu ®CIC

ABTOpLI Axkcnepum | KoHtponb |Pe3ynbTtart
eHTanbHada | Had
Lieberman [IEW‘E' 9 J%"u,ggo 12/12
KV, Tejani A | mecsiueB CHUNXEeHue
1996 NMpoTeunHypu
(n=24:;12/12) nvs.2/12 B
Ponticeili C | LIcA (5 MNnauebo hBy22'e
et al. 1993 mg/kg/ B’éﬁ'ﬁ%@ﬂﬁ B
(n=41;22/19) | B3pocnkIMm, rpynne LicA
6 mg/kg vs. 3/19 B
Aetsam) 6 KOHTD.
Cattran DC | Y6HAARRE | Nnauebo + | [RXMIEL
Hue NOMHbIX
et al. 1999 El,'&%?'@v npeannson | BTECY
(n=49;26/23) | HU3KOU 15/26 4aCTMuUH.
[030M pemMuccui;
MpefHW30Ha Tnaneco: 1723

YacTU4YH.peMmunc
cum



[To60o4HbIe adhdeKkThbl LICA

[Mneptpuxo3 (+KC-tepnusn)
[Mnepannuaemma (+3a cyet HC)
Ycunernue aprepuanbeHoM rmnepTeH3um
[MnomarHesemuA

[Mnepypukemua

HedpoToKcmnyHocTb LICA

[Mnepnnasuna geceH

Bce nobo4Hbie 3dPeKTbl 3aBUCAT OT KOHUEHTPauum LicA.
Hanbonee BbipakeHbl npy Co>400 Hr/mn unm C2>1200 Hr/mn



LInknocnopuH A + npeaHn30/10H

per os
° CpepHsas nosa 4-5 mr/Kr-
CangummyH-Heopan®
(7 mr/Kr-2 6onbHbIX, 10 mr/Kr- 1
6onbHON)

[locTnxKeHune TepaneBTUYEeCKOM
KOHUeHTpauumn LICA B CbIBOpOTKE

C-0118 Hr/mn (100-120 Hr/mn)

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

* MpeaHusoncH 1-1,5 mr/Kr yepes
NEeHb C NOCTENEHHOU OTMEHOMU K 6-
12 mecaly neveHus

Komapoea 0., 2011



dppextuBHocTb Tepaniu LCAy peten ¢ @CIC
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Tepanuna CPHC y aeten ¢ npumerHedmnem M1, LcA u
npeaHn30N0Ha (Ehrich et al, 2007, NDT 22: 2183-2193)

Steroid-resistant idiopathic childhood nephrosis
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2P DEeKTUBHOCTb UMKNOCNOPUHA A 1 noveyHasn
BbiXKUBAaEMOCTb Y AeTeil CO CTepOonApPEe3UCTEHTHbIM
HedbpoTUURCKMM CMHAPOMOM

Figure 3. HRenal 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-5: Solid line; CsA-R: Dotted line.
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CpaBHeHue umkaocnopuHa 1 Takponnmyca npu CIrc
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Choudry, 2009



Takpoammyc npun crepoung-pesmcrteHtHom PCIC

BO3MOMXHOCTb NOJIy4eHUA PEMMNCCUU NPUN OTCYTCTBUMK OTBETA
Ha LICA

— MeHee nonoBMHbI NALMEHTOB
— Bpemsa go pemuccun 112+25 aHen
— ObpatMmasn HeppOoTOKCUYHOCTb Y 60% BONbHBIX

» Segarra A, Vila j, Pou |, Majo J, ArbosA QuilesT Piera LL. Combined
» therapy of tacrolimus and corticosteroids in cyclosporine resistant
» or dependent idiopathic focal glomerulosclerosis: a preliminary

» uncontrolled study with prospective follow up. Nephrol Dial

»  Transplant 2002; 17: 655-662.



Putykcumab npu CPHC y peten

33 pebeHka ¢ CPHC (24 nepBrYHO PEe3UCTEHTHDIX)

OTtcyTtcTBue adbdekta ot UP 1 nHrnbmutopos
KaNbLUMHENPUHA

YeTbipe HPY3UM puTyKCMmaba natoc
npeaHun3onoH 1,5 mr/Kr ¢ nocteneHHbIM
CHUXeHnem

Yepes 6 mecAues:

27% nonHbiX N 21% YacTUUHbIX pemuccun, 52%

6e3 apdekra M -
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.



PUTyKCrmab ¢ nocneayrLwen
MMmmyHocynpeccnBHou tepanunen npu CPHC

10 neteu ¢ mynbTnpesncTeHTHbim CPHC

NHayKkuma putykcmmabom 1-4 nudysmm no 375
MI/KB.M

Mynbcbl MIM 30 mr/Kr X3, Kaxkable 2-4 Hegenu Ao
PEMUCCUU MPOTENUHYPUMU

Coyetanne c MM® mnum LIcA

— Pe3ynbTaThl:

MonHaa pemuccnay 7/10, 4yacTUyHas pemuccua y
1/10, otcyrcTeue addpektay 2/10

Kamei K, Okada, M, Sato M, Fujimaru T, Ogura
M, Nakayama M, Kaito H, liima K, Ito S.
Pediatr Nephrol. 2014 Jul; 29(7):1181-7. Epub
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[MoyeyHaa BbIXXUBAEMOCTb B 3aBUCUMMOCTU OT ructonorum CPHC
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MoyeyHas BbIXKMBaemocTb y aeten ¢ CPHC (78 naumeHToB)
Pemuccuma Ha UcA — 45%
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Renal survival probabllity (%)
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Bbixkmsaemoctb npu ®CIC
B 3aBUCMMOCTU OT AOCTUXHKEHNA PEMUCCUM
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CR 55 40 16 8
PR 117 62 ri 1
NR 108 43 13 5

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



REIN Study
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