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ATUNUYHBIN TEMONNTUKO-YPEMUUYECKUU CUHAPOM

e

KomnnemeHT-onocpeaoBaHHaa TpomboTnyeckaa MUKPOaHrMonaTums,
B OCHOBE KOTOPOM NIEKUT ANUCPETYASALMNSA CUCTEMbI KOMMNJIEMEHTA,
CBSiI3aHHAA C TEHETUYECKUM AePEKTOM NN ayTOAHTUTENAMM K
PerynaTopHbiMm 6enKkam cucteMbl KOMNAEMEHTA

\

PacnpoctpaHeHHoOCTb al'YC :
2-7 cny4yaeB Ha 1mnH HaceneHwus.
Bonee 50% 6onbHbIx alYC - B3poc/ble

Knaccnpukaumsa alyc:
CemeMHbIN - MO KpalHen mepe 2 cny4das B oaHon cembe (10%)
Cnopaanyeckmim — HacneacTBeHHbIM aHamHes oTcyTcTByeT (90%)

Le Clech A et al, Simon-Tillaux N, Provét Fet al, Kidney Int. 2019 Jun;95(6):1443-1452.

Kopomuaesa F0.B., Kosnosckasa H./1., LlugmaH E.M., 2020, Heghponozaua u duanus



Cxema aKTuBa UM KOMN/NIEeMEHTa

N

JIeKTUHOBbIN . | Knaccmueckum
ANnbTepHaTUBHbIN
nyTb nyTb
y nyTb y
MaHHO030CBA3bIBAIOLLMIA A"
JIEKTUH CBA3bIBaeTCA C I'IOBeprOCTb 06pa303a|-me KOMMNJ/1eKCa
MaHHO30/ Ha NOBEPXHOCTH 6akTepun AHTUTeH-aHTUTeNo
6akrepun J J
MC/ + MASP1/MASP2 C3+B+B Clq+Clr+Cils
+ C4+C2
C3a, C5a Ca+C2 -
C3b CFB
* MowHbIM aHAaPUNOTOKCHH
= XemoTaKcuc <«
= [IpoBOCNOINTENbHbIN 3-T
= AKTUBaUMa nenkoumnTos / Amplification
MOHOLNTOB loop
= AKTUBaLMA saHOOTeNUA C3b
= MPOTPOMBOTUYECKUI 3-T C3bBbC3b
T B Vi C3bBb C3bB
/ h = [Ipaman /Henpsamas
= oncoHmnsauusa
C5 C3bBD
C5b 5
@ CFD |
U iy Sl 5 eCTPYKLUMA KNeToK
C6, C7,C8, Co CFD ne S ACCTPYRA

BocnaneHue

AC (sC5b-9)
C5b-9 (mak)

= Jlnsuc Knetok; MpoBocnanntenbHbln 3¢p-T

= AKTMBaLMA TPOMBOLUUTOB; AKTMBALMA NENKOLMUTOB/ MOHOLMTOB

= AKTMBaUMA 3HAoTenuA; MNpoTpomboTUYecKnin ad-T




NMocnepcTenA aKTUBaALMKM KOMMNIEMEHTA
[aTtopusnonormna al'yC KAMHMYecKaa KapTUHa
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Wouter J. C. Feitz, Nicole C. A. J. van de Kar, Dorothea Orth-Héller et al. The genetics of atypical hemolytic
uremic syndrome. Med Genet. 2018; 30(4): 400—409. doi: 10.1007/s11825-018-0216-0



ATUNNYHDBIN rEeMONIMTUKO-YPEMUYEKNUN CUHOPOM

ﬁepBMHHbIVI alryc: D aKTMBaLWA ﬁmpuqublﬁ alryc: \

KOMM/J1eMeHTa CucmemHeblie 3ab60neeaHusA
Mymayuu 2eHos cucmemeol CKB, A®C, CCA, sacKkyaumel
KomnaemeHma Pl f InomepynoHegppumei
activation/insufficient C3-ennomepynonamus
regulation IgA-Hegpponamus, H, accoy. ¢ MITAC
3nokayecmeeHHasa Al
UHpexkyuu
Cencuc, BUY, HIN1, HCV, LIMB, dp
Onyxonu
M3/HELLP-cuHdOpom
e Jlekapcmea
UH2.KanbYUHeBPUHQ,
KomnnemeHrt- WHmepghepoHsl, TUKAOMUOUH U
onocpegoeaHHanA Knonuodoepens, Banayuknosup
TMA OpasnbHble KOHMPAUEenmuesl

vMATA TpaHcnaaumayus
/ vTpombouuToneHns p.cayyau TMA

vOpraHHoe nopaskeHue




OcobeHHocTH pa3sutua, TedueHuna al'YC n sTopuuHoro Nyc

«Knaccnuyeckum»

«BTopnuyHbINNYC

alyC
MyTauuum reHoB ha HeT, TONbKO MyTaLuuUKM C HEACHbIM KnMHquCKMM\
CUCTEMDI 3Ha4YeHuem
KOMMN/IeMeHTa (He oTAanualoTca no yacToTe BCTpeyaemocTu oT
340pOBbIX)
KAC + \ lF ot
TeueHue Taxkenoe, HepeaKo NOH Taxkenoe, Hepeako NOH
\ W F
ddPekKT ot ha ha
KOMMN1eMeHT-
6nokupylowei
Tepanuu \
BO3MOXKHOCTb Aa HeTt
peunansa

Le Clech A et al, Simon-Tillaux N, Provét Fet al, Kidney Int. 2019 Jun;95(6):1443-1452.



Uctopua 6onesHun

MyumnHa 39neT, r. MockBa, 2012 r.
B aHamHe3e: C 25 net apTepuanbHada runepteHsua o 210/120 mm pr.cT.

C BecHbl 2012 r — anu3oanyeckmn 60au B aNUractpmu
21.06.12 — ymeHblueHue anypesa go 300 ma/c, TAA no 240/120 mm.pT.CT.

locnutanusnposaH B OPuT,

v lemoenobuH 113 —522/n ,D,I/IaI'HO3Z
v Tpomboyumer 106 mbiC.8 MK OlNH

v KpeamuHuH 689— 1370 MKMonb/n

v Amunasa 150 mkmonb/n

v lMpomeunypusa 0,8 2/n

C 24.06.12 yxyawieHmne COCTOAHUA:

*  Peunagusmnpyrowime UHTEHCUBHbDbIE 6onun B 06. ANMNracTpmAa, NnpaBom no,u,pe6epbe
* [lporpeccupytoLlan cnabocTb



OuHamuka nabopaTtopHbIx nokasarenen c 24.06 no 09.07.2012

v [emoennobuH 57 a/n

v Tpombouumsi 90 mbIc.8.MK/. OcCTpbIN XONEeUncTuT?
v' Amunasa 693 — 427 MKMOsIb/I OcCTpbI NaHKpeaTnT?
v eramUHUH 1161 — 1509 mKmoOrb/n 3po3|/||3|-|b||7| ractpogyoaeHunT?

[Mpn obcrnegoBaHum:
Al [1IC — NnoBEPXOCTHLIN racTpuT
Y3 — andppysHble N3MeHEHUs NOLXKENYOOYHOM Xenesbl

JleyeHue:

* aHTMbakTepunanbHas Tepanus

* cnasmonuTuyeckas tepanus

* anbMarersib, yrbTon, auniok

* aHTUrNNEepPTEH3MBHAA Tepanusa (kopgadnekc )
« MBBIO

08.07.12: HOCOBOE KpOBOTEYEHME, NpoBoauiack TpaHcdy3noHHasa Tepanus (C3I1, ap.macca)
v’ KpeamuHuH 1760 MKMOIb/I

10.07.12: ocTaHOBKa cepaevHon aedateribHoCTU. PeaHnMaunOHHbIe MePONPUATUA.
CMepTb naumeHTa.

[AunarHo3s: XI'H ¢ ucxogom B Hedpocknepos, TINH. OcTpbin naHkpeaTuT.




Ucxoa npu akywepckom al'YC 3a nepuoabl 2011-2014 v 2015-2020 rr

(n=75)

2011-2014

mra

B netanbHOCTb

[0 GYHKLMA NMOYEK BOCCTaHOBMW.

2015-2020

Ruggenenti P, et al. Kidney In

PMID: 11532079 Review.

\PeLl,Mp,VIB alYC nocne otmeHbl C3IN - 29-82%

N

T
Thrombotic microangiopathy, hemolytic uremic syndrome, and thrombotic thrombBEyt'oﬁenic purpura.

~

J

Kopomuaeea KO.B., Koanoeckas H.J1., LLlucgpmaH E.M., 2019, HeornybriukogaHHbIe daHHbIe



JKynnsymab - pekombmnHaHTHOe rymaHM3MPOBaHHOE MOHOKJ/IOHa/IbHOE
aHTUTeno Knacca IgG Kk C5 KOMNoOHeHTY KoMmNaemeHTa

C3a c3b | |Bb ‘7— CFB + CFD

~ CFH Y =
5 B e -
MCP * BAOKMpYeT TepMUHa/bHbIE
C3 convertase
(C3bBb) KOMMOHEHTblI KOMMNJIEMEHTA
* CBA3biBaeT C5
C3 Amplification
* bnokupyert pacwenneHue C5a n C5b
C3a C3b * MpenarcrByet 06pa3osaHuIo
membpaHo-aTaKylowero KomnsaeKkca
A 4
C5 convertase C5b-9
* MopgaBnaeTr nposocnanuTenbHoe,
Y
c5 npoTpomboTNUYECKOe U TUTUYECKoe
IKYNNIYMA6 it e AEeNCTBMA KOMMJIEMEHTA,
npeaoTBpalLLan nospexaeHue
C5a C5b 3HAO0TENINA U NPEKpaLLan Nnpoueccbl

1 MUKPOLMPKYNATOPHOro
[—M}\ﬂ Tpomb6006pasoBaHuA



N3meHeHne MmapKepoB aKTUBaLUU KOMMN/IEeMEeHTa B
pe3ynbTaTe Tepanuu sKynsymabom

|
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Roxanne Cofiell et al. Eculizumab reduces complement activation, inflammation, endothelial damage,
thrombosis, and renal injury markers in aHUS. Blood. 2015 May 21; 125(21): 3253-3262.

Prepublished online 2015 Apr 1. doi: 10.1182/blood-2014-09-600411



YpoBHU BruomapkepoB BO Bpems TEPMUHA/IbHOW
6n10Kaabl KOMNAEMEHTa 3KyAn3ymabom
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Roxanne Cofiell et al. Eculizumab reduces complement activation, inflammation, endothelial damage, thrombosis, and renal injury
markers in aHUS. Blood. 2015 May 21; 125(21): 3253—3262. Prepublished online 2015 Apr 1. doi: 10.1182/blood-2014-09-600411



KnAnHuuyecKkne ncnbiTaHMA n uccnegoBaHusa 3KyanM3symaba

UccneposaHune Bcero A po [laTOreHHoble /ﬁpexpau.l,eHme YnydweHue/
naum- nevyeHus MyTaunm Anannsa BOCCTAHOB/IEHU
€HTOB bGYHKUUM noYveK

1 | Legendre et al (2013) 37 7 (19%) 27(73%) 80% 90%
2 | Cofiell et al (2015) 41 24(58%) 20(49%) 95% 95%
(>18 nert)
3 | Cavero et al (2017) 29 14(48%) 8(19%) 87% 80%
4 | Walle et al (2017) 97 43(44%) 57(59%) 48% H.4.
5 | Greenbaum et al (2016) | 22 11(50%) 11(50%) 81% 72%
6 | Fakhouri et al (2016) 41 24(58%) 21(44%) 83% 83%
7 | Merill et al (2017) 17 9(53%) 11(65%) 82% 94%
8 | Kato et al (2019) 33 17(52%) 11(33%) H.A. 48%
9 | Kumar et al 14 6(43%) 83% 93%
10 | Huerta et al (2018) 22 9(41%) 9(41%) \100% 100%

Raina R, Grewal MK, Radhakrishnan Y et al. Optimal management of atypical hemo

J Nephrol Renovasc Dis. 2019 Sep 4,12:183-204. doi: 10.2147/IINRD.5215370. eCollection 2019.

ytidnyemic disease: challenges and solut#ons. Int




OcobeHHocTH pa3sutua, TedueHuna al'YC n sTopuuHoro Nyc

«Knaccnuyeckum»

«BTopuuHbIN»IYC

al'yC
MyTtauum reHoB Aa Het, TONnbKO MyTauum ¢ HeACHbIM KnMHquCKMM\
cucTembl 3Ha4YeHuem
KomMnaemeHTa (He oTAanualoTca no yacToTe BCTpeyaemocTu oT
340pOBbIX)
KAC + \ ++++
TeueHue Taxkenoe, HepeaKo I'ION / Taxkenoe, Hepeako NOH
ApdeKT oT Aa Aa N
KOMMN/1IeMeHT-
6nokupylowei
| Tepanum ‘
BO3MOXKHOCTb Aa HeTt
peunamea

Le Clech A et al, Simon-Tillaux N, Provét Fet al, Kidney Int. 2019 Jun;95(6):1443-1452.



YposeHb uncna rpombouutos, JIAI U KpeaTMHMHA B CbIBOPOTKE KPOBU BO
Bpemsa fieyeHus sakyamsymabom naumeHToB c alYC /sTopuuHom alyC
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Hideki Kato. Safety and effectiveness of eculizumab for adult patients with atypical hemolytic—uremic syndrome in Japan: interim analysis of post-marketing surveillance. Clin Exp
Nephrol. 2019; 23(1): 65-75. Published online 2018 Jun 29. doi: 10.1007/5s10157-018-1609-8



Pregnancy-triggered atypical hemolytic uremic syndrome (aHUS): a Global aHUS Registry analysis

Global cohort

Conclusion

'* aHUS

(__ ey

[N=1858 |

SIir

1

Eculizumab Y

The proportions of women with a family history of aHUS and
complement gene pathogenic variant(s) were similar in women

Eculizumab treatment significantly improved renal outcomes in
women with aHUS, whether triggered by pregnancy or not

Women with p-aHUS :
Unadjusted HR = 0.14; p = 0.002
Adjusted® HR = 0.06; p = 0.008

with p-aHUS and non-p-aHUS

11.8%

Family history of aHUS

13.2%

45.1%

Complement gene
pathogenic variant(s)

40.1%

Treated
n=27

Not treated
n=24

Fakhouri F, Scully M, Ardissino G, Al-Dakkak I, Miller B, Rondeau E. Pregnancy-triggered atypical hemolytic uremic syndrome

(aHUS): a Global aHUS Registry analysis J Nephrol. 2021 Apr 7. doi: 10.1007/s40620-021-01025-x.
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clinical characteristics,

complement genetacs and

Women with non-p-aHUS
’ Unadjusted HR = 0.16; p < 0.0001 gl
\egle

-

N &N = W

20

v

-

Tove 12 FSA1) st il TVRA siwngde annm yoavtey

-

LU R Y Y

n
n

"
b |

nmhusion
» complement
y POSEIvD StRtus,

M, complermund
i HA, hazard rato;




CpaBHUTENbHAA XapaKTepPUCTUKA aKYyLLUEepPCKOro u

A\

CMHAPOMaA Y B3POCAbIX

[ 161 nauymeHTt c al'YC ]

—

\

«0bwenonyiaLMOHHOro» aTUNUYHOrO reMoJINTUKO-YPEMUYECKOTO

[ 76 NaLUMEHTOK C
akywepckmum alyC

J

85 B3pocC/abIX NaLUEHTOoB C
HeaKywepckum al'yYC.

®@ O
)

MayuneHTbl C MayuneHTbl C p
aKywepckum al'yC HeaKywepckum alyC
(n=76) (n=85)
Bo3pacrt 29,3416,63 32,59+13,14 0,688
Mon
HeHcKkni 76 (100) 42 (49)
MyKCKOM 43 (51)
TMA B aHamHe3e - :
CpepHee uncno 3,6%£1,1 2,5%1,4 <0,001
NOpPa*KeHHbIX OpraHoB

Kosznosckas H./1., Kopomuaesa H0.B., AemobaHosa K.A., LLlugpmaH E.M., 2021, HeonybauKo8aHHbIe OQHHble



JleueHne NaLUEHTOB C aKyLLepCKUM U HeaKyLwepcKmum alyC

[ 161 nauunenT c alYC ]

— T~

[ 76 NaUMEHTOK C J (85 B3POC/IbIX MALMUEHTOB C ]
aKywepckum al'YC HeakywepcKkum al'yYC.

76 (100%) c3n 65 (76,5%) ]
* TpaHchysumu 34 (44,7%) — — | . TpaHcohy3mumnm 45 (53%)
042 (55,3%) * 10 20 (23,55%) .

e - G -

17 u3 85 (20 %)

Kosznoeckas H./1., Kopomuaesa H0.B., AemobaHosa K.A., LLlugpmaH E.M., 2021, HeonybauKo8aHHbIe OQHHble



Ucxop o6wmn n noUeyHbIW Yy NALUEHTOB C aKYLLEPCKUM N HeaKyLlepCKUm
(v/a) aryC
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PyHKUuMA novek N r4 Ymepnun

CpeaHuniA CPOK Hauyana tepanum IKyansymabom ot aebrota al'YC cocrasun
* Npu akywepckom al'YC 16,5+22,4 aHen (ot 1 aHA Ao 4 mec)
* npu H/a alYC 81,4+98,8 aHel (oT 3 Hegenb Ao 6 mec)

Kosznoeckas H./1., Kopomuaesa H0.B., AemobaHosa K.A., LLlugpmaH E.M., 2021, HeonybauKo8aHHbIe OQHHble



MoyeuHbI ncxon B 3aBUCMMOCTU OT BpEeMeHM Hayana
neyeHua un 6es neueHna IKynnsymabom (n=61)
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Kopomuaesa 10.B., Koznoeckasa H./1., LUugpmaH E.M., 2018,2020



MaTepUuHCKMIA UCXoAa, B B pa3Hble CPOKM OT Hauya/la /IeyeHuns
JKynmsymabom u 6e3 neyeHusa npenapatom (n=61)

100 —94%
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30 . B ymepaun
20

11% _ =~
10 ~ 6% - — — - 3¢ IIII
0 .
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IKynnsymab+ (n=32)

62%

/
38% [ ] *XnBbl
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Kopomuaesa 10.B., Koznoeckasa H./1., LUugpmaH E.M., 2018,2020



Ucxop nauueHTOK ¢ akywepckum alYC B 3aBUCMMOCTU OT
CPOKOB Hauyana Tepanuun IKyamsymabom

(n=50)

Hauano Ucxoa ansa *XU3Hu /-\OLI_I
TeEpannu Ymepna VIEE 7,40 (0,60,90,15)
</=2 Hepenb 1 37

> 3 Heaenb 2 10

Hauano MouyeyHbIN ucxon )

TepRYM BnaronpuaTHbIN | HebnaronpuATHbI (

7
</=2 Hepenwu 35 2
>3 Hepenb 6 4

Kopomuaesa 10.B., Koznoesckaa H./1., LugpmaH E.M. KnuHuveckaa ¢papmakonozusd, 20212




UcTopuna 3aboneBaHus

[MauneHTKa 27ner.

HacnepactBeHHbIM aHaMHe3 He oTarouweH. 1-aa 6epemenHHocTb B 2013 1 - 6e3
ocobeHHocTeMN.

Hactoawaa 6epemeHHOCTb BTOpas. [luxopmasbHaa MOHOaMHMOTUYECKAA
NBOWHA

-1l TPMMecTpbl — 6e3 NU3MEHEHUI.
C 30 Hea. TN Al oo 140/90 mm.pT.cT., MY 1 r/n. AnarHoctupoBaHa NpesaKknamncus.

14.11.16 — Ha cpokKe 35 Hen,. — 3KCTPeHHOoe onepaTuBHOE poaopaspelleHue.
ATOHNYECKOe KpoBOoTeveHue.,
Penanapotomua, rmCTepaKToOMUA

Mocne pogopaspelieHna (B Te4eHMe CYTOK): nporpeccupytollee yxygleHue
COCTOAHUSA



KnnHuko-nabopartopHaa guHamumKa

or.ﬂl
JleueHune «C3]

I Y T

femornobun, r/n

TpombouunTtbl, x10%n 22 49
KpeaTuHWUH, mkmons/n 318 359
ACT, EQ/n 201 69
ANT, EQ/n 232 95
nAar, ea/n 1170

N ononHUTeNnbHO:

v KT: MP-KapTuHa OCTpOM UlLeMnu B
TeMEeHHO-3aTbIJIOYHbIX 061aCTAX C ABYX
CTOPOH, B NPaBOW BUCOYHOM Aone.
vAH®, C3, C4, AT k kapouoaunuHy —N
v  ADAMTS 13 61%

v’ CHUWMKEHMEe OCTPOTbI 3peHua (Npu ocMoTpe - Ha
Na3HOM [IHE OTEeK 3PpUTE/IbHbIX HEPBOB)

v'MopaxkeHune LUHC (TOHUKO - KNoHMYecKkue
reHepasM3oBaHHbIE Cy4OpPOru, NoTepA CO3HAHUA, B
AMHaMUKe - cNnabocTb B HUKHUX KOHEYHOCTAX, HUMKHUM
LeHTPaNbHbIM Napanapes)

vOMnn (onurypua — aHypma, runepruparauma)

v [IbIxaTeNbHasA HeAOCTaTOYHOCTb, nepesog Ha MBJI.
v'oparkeHune rneyeHu

OunarHo3: TMA



KnnHunko-nabopartopHaa guHammka

JleueHue 2ﬂ3|r| 3Kynusymab
N
femornobun, r/n 71 92 117 134
TpombouunTtbl, x10%n 22 49 140 235 200
KpeaTuHWH, mkmons/n 318 359 177 78 90
ACT, EQ/n 201 69 39 34 32
ANT, EQ/n 232 95 31 25 19
nAar, ea/n 1170 N4 275 187
* BOCCTaHOBM/10Cb CO3HaHUe
AononHNTeNnbHoO:

* [MpeKkpaweHa UBJI

* Ainype3s 700-1200 mn

* Perpecc HeBpo1OrM4ecKom
CUMMMNTOMATUKU

v KT: MP-KapT1Ha OCTPOM nemnmn B
TEMEHHO-3aTbI/1I0YHbIX 061acTaAX C ABYX
CTOPOH, B NPaBO BUCOYHOM AO/E.

VAH®, C3, C4, AT K kapduonurnuHy —N *[lpekpalLeHne [
v ADAMTS 13 61%




OcobeHHOCTU Tepanumn 3KyAM3ymabom

* O)npaembin addeKT OT Tepanuun — yyylleHne COCTOAHUS
nauneHTa!

* B OTCYTCTBMM MNONOHKUTENBHON AUHAMMUKKU OT Tepanumn/yxyaeHunm

COCTOAHUNA - ,CI,I/IaI'HO3 aryC??? => MCTUHHDBIN AmarHo:g?
HELLP? KADC? al'YC? Cencuc?....

* [lpun BTOpMUYHOM ['YC gna KynnpoBaHUA KOMMNAEMEHT-
onocpeaoBaHHOM TMA moKeT ObiTb 4OCTAaTOYHO AaXKe KOPOTKOro
Kypca IKynmnlymaba



MpoaonKNTeNbHOCTb TepanUu 3KyAn3ymabom

Kioa L. Wijnsma et al. Eculizumab in atypical hemolytic uremic syndrome: strategies
toward restrictive use. Pediatr Nephrol. 2019; 34(11): 2261-2277.

[Mpeano*KeH NPOTOKON, B OCHOBE KOTOPOIO IEXKUT, YTO:

*  3Ky/InM3ymab moxKeT bblTb OTMEHEH Y NALMEHTOB C NepBbiM anu3oaom al'yYC
yepes 3 mec nocae A0CTUXKEHUNA YCTONYNBOM reMaTONOTMYECKON PEMUCCUN U
HOpPMaNN3aUUN PYHKLNM NOYEK.

* Y naumeHtoB c alYC, He BOCCTaHOBMBLUMX PYHKLMIO NOYEK, OCTABLLUMXCA
AMNann33aBucUMbIMU, 6€3 NPU3HAKOB NPOAO/XKAIOLLLErocA reMmonmsa,
NPOAONKEHUE TEPANUN IKYIU3YMAOOM A0 TPAHCN/IaHTALUMKM NOYKMK HE
TpebyeTca

* Y nauymeHToB c al'YC, HyXKAaloLWmMXca B ANUTENbHOM TEPANUN 3KYIM3YyMabom
BO3MOXHa MOMbITKAa CHUX¥EHWNA 003bl/yBeNNYEeHUA UHTePBaa MexXay
NHPY3UAMU

* PeweHune 06 oTmeHe/n3meHeHUn pexknma/ao3bl npenaparta A0MKHO
paccMaTpmuBaTbCA UHAUBMAYANLHO.

* OyeBMAHO, YTO NY4YLLAA CTPATErnA B HACTOALLEEe BpemMa HeEU3BECTHA.



KnnHnueckue nccnepoBaHmaA No oTmeHe 3KyAnM3ymaba y

nauueHtos c alyYC

Uccneposanue | Bcero | Mpekpatuam | Peumaus | Ucxopn
naym- | nevyenme (naToren-
EeHTOB | 3KyAn3ymabo | Hble
M MyTaLnK)
Ardissinoetal | 16 16 5(5)/16 Nocne Bo30b6HOBNEHUA Tepanum IKyan3ymabom —y
(2015) BCEX BOCCTaHOB/IEHNE GYHKLUMM MOYEK
Fakhouri et al 108 38 12(12)/38 | 100% - pemuccua nocse BoO306HOBNEHUA
(2017) Akynnsymaba
Meril et al 17 15 3(3)/15 2- B0O306HOBIEHME TEpanun IKyIn3ymabom c
(2017) HopManusaumen GyHKLUUN NoYek
Macia et al 130 61 12 (7)/61 | Y 3 naumeHTOB Nporpeccuposana TMNH, ogHomy
(H.B.) nauMeHTy noTpeboBanca AManns, HECMOTPS Ha
BO30OHOB/IEHME Npuema 3Kynm3ymaba
Wijnsma et al 20 17 5(5)/17 100% - pemuccma nocse BO30OHOBEHMUS
(2017) Akynmnsymaba
Sheerin et al 43 14 3(2)/14 100% - pemunccma nocsie BO30OHOB/IEHMUS
IKynn3ymaba
Int J Nephrol Renovasc Dis 2019; 12: 183-204

Rupesh Raina Manpreet, K Grewal,Yeshwanter Radhakrishnan et al. Optimal management of atypical hemolytic uremic disease:
challenaes and solutions. Int ] Nepbhrol Renovasc Dis 2019 12 183-204. doi: 10.2147/IJNRD.S215370



OcobeHHOCTU Tepanuu 3KynNM3ymabom y naumeHToK ¢ akywepckum al'YC (n=42)

OKynmaymab +
(1=42)

— PyHKUMA
MaToreHHble myTauum + noyek N
r
O ER :
B Ymepnu

IKynuzymab ommeHeH y 24 u3 42 (57%)
* y 23 coxpaHAaemcs KAUHUKO-1abopamopHasa pemuccus
ey 1 (camocmoamesnnbHO oMKa3aaacb om aAe4yeHua IKynausymabom) —
peuuous TMA, ymepsaa om CrioHMAHHO20 pa3psisa nuuw,esooa

Kopomuaesa FO.B., Koznosckas H./1., LUugpmaH E.M., Hegpponozus u duanu3. 2020



CpaBHUTENbHbIN aHaNU3 3¢pPEeKTUBHOCTM NpenapaToB JKyan3ymaba B
NNeYEeHUU aKyLLEepPCKOro aTUNMYHOro reMoJIMTUKO-YPEMUYECKOTo

/

CUHAPOMA
50 naumMeHToK ¢ a-alYC, neyeHHbIX < Geneprh'lym
JKynnsymabom P .
(Vo
s JU3apya®
=
Connpuc 3nusapus e
(n=41) (n=9) E ——— L
l
|
1

18 naumeHToK ¢ 2019 r nepeBeaeHbl Ha NeveHne - n=27
Ann3apuen

Llenb uccnepoBaHuA: peTpOCNEKTUBHbBIN aHANN3 CPAaBHUTENBbHOU 3O PEKTUBHOCTU KOMMNNEMEHT-
6noKkupytowen Tepanum akywepckoro al'YC npenapatamum Conmpuc n 3nunsapums

1O.B. Kopomuaesa, H./l. KoznoscKkas, E.M. LLIugpmaH. CpasHumernvHsbIl aHAAU3 3¢hcheKmusHOCMU npenapamos sKynusymaba e
nevyeHuu akywepckozo al'YC. KnuHuvyeckasa ¢papmaronoaus. 2021. 30(3), c. 25-30. DOI 10.32756/0869-5490-2021-3-25-30



KnnHnko-naboparopHaa xapaktepucTtuka naumeHToK ¢ al'yC,

Nnoay4YaBLLUX /leyeHUe npenaparamm IKyam3ymaba

Hopma | Conupumc (n=41) dnunsapusa (n=9) P
femornobuH, r/n 120-150 |[60,5 [52.5;68.5] 80,5 [67.0;87.0] 0,008
TpombouuTsl, x10° 150-350 |42.5[23.5;56.5] 48.5 [28.0;74.0] 0,570
KpeaTMHWH, mKkmonb/n |53 -92 528.0[342.0;640.5] 458.0 [350.0;682.5] 0,782
nAar, Ea/n 0-280 2251.0[1340.5;4499.5] |3405.0 [3007.0;4660.0] | | 0,091
ACT, EQ/n 0-40 185.0 [54.0;356.0] 178.0[127.0;289.0] 0,640
ANT, EQ/n 0-40 136.0 [28.0;232.0] 75.0 [40.0;155.0] 0,691
BunnpybuH, mmonb/n 5,0-21,0 (19,4 [12.0;57.0] 20,0 [7,8;23.0] 0,310
CpeaHee uucno 3,4811,31 4,00%1,00 0,229

Nnopa*XeHHbIX opraHoB

lO.B. Kopomuaesa, H./l. Kosnosckas, E.M. LLlugpmaH. KnuHuyeckas gpapmaronoaus. 2021. 30(3), c. 25-30.




KnnHnko-naboparopHaa xapaktepucTtuka naumeHToK ¢ al'yC,

Nnoay4YaBLLUX /leyeHUe npenaparamm IKyam3ymaba

Hopma | Conupumc (n=41) dnunsapusa (n=9) P
femornobuH, r/n 120-150 |[60,5 [52.5;68.5] 80,5 [67.0;87.0] 0,008
TpombouuTsl, x10° 150-350 |42.5[23.5;56.5] 48.5 [28.0;74.0] 0,570
KpeaTMHWH, mKkmonb/n |53 -92 528.0[342.0;640.5] 458.0 [350.0;682.5] 0,782
nAar, Ea/n 0-280 2251.0[1340.5;4499.5] |3405.0 [3007.0;4660.0] | | 0,091
ACT, EQ/n 0-40 185.0 [54.0;356.0] 178.0 [127.0;289.0] 0,640
ANT, EQ/n 0-40 136.0 [28.0;232.0] 75.0 [40.0;155.0] 0,691
BunnpybuH, mmonb/n 5,0-21,0 (19,4 [12.0;57.0] 20,0 [7,8;23.0] 0,310
CpeaHee uucno 3,4811,31 4,00%1,00 0,229

Nopa)XeHHbIX OPraHoB

lO.B. Kopomuaesa, H./l. Kosnosckas, E.M. LLlugpmaH. KnuHuyeckas gpapmaronoaus. 2021. 30(3), c. 25-30.
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MoyeyHbI UCXoAa, U NeTaNbHOCTb Y NAaUMeEHTOK ¢ a-al'YC,
neyeHHbix Conupucom (n=41) n dnnsapuen (n=9)

80,5 = Conunpuc B Snun3apua

Y Bcex 18 naymeHTOK, KoTopbim B 2019 r 6bl1a Npon3BeaeHa KOHBepPCUA
Conupuca Ha buoaHanor, coxpaHsanacb pemuccua alyYC, HM B ogHOM cC/iyyae
He 6blno oTmeyeHo peumamsa TMA, 4yTO noaTBEPAUNO NONHYIO
6M03KBMBANEHTHOCTb InM3apun n Conmpuca.

HactoAuwee nccnepgosaHme noaTsepamMao ognHaKoByo 3PeKTUBHOCTb

~ npenapaTtoB JKynnsymaba — Connpuca n dn1M3apum B Ie4EHUN aKyLLEPCKOro
al'YC, KaK B OTHOLEHNN KyNnupoBaHMA OCTPOro annsona TMA, Tak u B
OTHOLWeEeHUN NpodunnakTnkmn peunamsos al'yYC.

2 1 !
. :

®yHKUMA novek N il ymepnu

lO.B. Kopomuaesa, H./l. Kosnosckas, E.M. LLlugpmaH. KnuHuyeckas gpapmaronoaus. 2021. 30(3), c. 25-30.



3aKkawyeHue

[Mpu gnarHocTtnposaHHom al'YC cBoeBpemeHHOe Havya/ 10 KOMMEMEHT-
6noKMpyloLLe Tepanmuu NO3BONSIET HE TO/IbKO COXPAHUTb *KMU3Hb, HO U
NOCTNYb reMATONIOTMYECKON pemmuccum 3aboneBaHus, NONOKUTENbHOM
ANHAMUKUN CO CTOPOHbI APYrnMX NOPaXKEeHHbIX OPraHoOB, CYLWEeCTBEHHO
VAYYLNTb QYHKLMIO MOYEK M AaXKe A00UTbCSA NOSIHOTO BbI3J0POBAEHMS.

Mpu BTOpnyHOM N'YC ana KynupoBaHUAa KomnaemeHT-onocpeaoBaHHon TMA
MOKeT ObITb 4OCTAaTOYHO AaXKe KOPOTKOro Kypca Ikyansymaba

CpaBHeHMe npenapatoB IKynn3ymaba — Connpuca u 31nM3apumn B 1€4eHnn
akywepckoro al'YC npoaeMOHCTPUPOBaN0 Ux oanHaAKoBY 3GPEKTUBHOCTb
KaK B OTHOLWEHMNN KYyNNMpPOoBaHMA OCTporo annsoga TMA, TaK 1 B OTHOLWEHNN
npodunaktukn peunagmnsos al YC. icchepoBaHune, BbINOIHEHHOE HA
aKyLlEepPCKOM KOHTUHIEeHTe, AaeT OCHOBaHMe 3KCTPano/MpoBaTh yCnelHble
pe3ynbraTbl Ne4eHNA INn3apmen Ha NONyNALMIO B3POCAbIX NaumneHTos c al'YC
B LLE/1IOM.



Cnacub6o 3a BHUMaHue |



