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CM6 IbY3 KnnHunyeckaa 6onbHmnua Ceatntensa Jlyku




KJTACCUYHECKAA TPUALAA
CUMINTOMOB ATYC

* MUKPOAHTMONMATNYECKAA TEMOJIMTUHECKAA AHEMINA
e TPOMBOUWTONMEHWA MOTPEBJIEHINA
* OCTPOE NOBPEARAEHWME MOYEKR

mpomb603 mexaHu4eckoe
cocydos MLIP = nospexoeHue
\ spumpoyumos
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KOMNJNIEMEHT-AKTUBUPYIOLWWUE COCTOAHUA

MHOPEKUMM AbIXaTebHbIX
nyTen...

HenaeHTUPMLMPOBaAHHbIE
NPUYUHDI
46%
nHoerumn KKT
24%

TpaHcnAaHTaums
opraHos
5%

B HpEeKUNM AbIXxaTeNbHbIX NyTeN B vHpeKkunn KKT
6bepemeHHOCTb B TpaHCN/aHTaLMA OpraHos
B HenaeHTUOMUMPOBAHHbIE MPUYMHDI

Campistol JM, Arias M, Ariceta G, Blasco M, Espinosa M, Griny6 JM, Praga M, Torra R, Vilalta R, Rodriguez de Cérdoba S. An update for atypical haemolytic uraemic syndrome: diagnosis and treatment. A consensus document. Nefrologia. 2013 Jan
18;33(1):27-45. English, Spanish. doi: 10.3265/Nefrologia.pre2012.Nov.11781. PMID: 23364625.
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SHAOTE/IMN-TOKCUYHDIE NPEMAPATbDI

[MPOTMBOOIMYXOJIEBbIE AHTUBENOTUKN/MPOTUBOBUPYCHbIE
* [MpenapaTbl aHTUAHIMOreHe3a * BaNlALUMKNOBMP

* mutommumH C *  MNeHUUUINNHDI

* remuuTabuH * pudamnuumH

* MpenapaTbl NJaTUHbI * METPOHMAA30N

*  3CTPAaMYCTUH/NOMYCTUH *  TeTpauuKANHbI

* UMTapabuH e anbbeHaason

* TaMOKCU(peH HIMBIT

* O6/1eoMUUMH * AMKNodpeHak

* [ayHOpPYyOWUMH * [WMPOKCUKaM

* MAPOKCMMOYEBMHA * KeToJIopak
AHTUTPOMBOUMTAPHbIE [OPMOHbI

MHTEP®EPOHbI -a U -B * KOHbIOHMPOBAHHbIE 3CTPOreEHb
MMMYHOCYTNPECCUMBHbIE TTPEMAPATDI * KOHTpauenTuBbl

*  WHrMbUTOpPbLI KaNbLUNHEBPUHA OPYTUE

* aHTK-CD33 * CMMBACTaTUH

* npenapaTbl MoAa
*  KOKauH



MOYEMY ECTb MPOBJIEMbI C
OWATHOCTUKOIA?

HepocTaTo4Haa ocBeJOM/IEHHOCTb Bpa4el

Hebonbliaa pacnpoCcTPaHEHHOCTb

HepnocTtaTodHble pecypcbl A1A NOJHOLEHHOW AMarHOCTUKM
MacKku 3aboneBaHus

* 3/10Ka4YeCTBEHHAaA apTepuasibHasa rmnepTeHs3ns
* [lpesaknamncuA

 1BC

* OHMK n apyrme nopaxKeHma ronoBHOMrO MO3ra
* AYTOMMMYHHbIE NPOLEeCChl

e PasnnyHoro poaa MHPeKLUMM



NCCIIEOOBAHUE CUCTEMbI KOMIJIEMEHTA

YPOBEHb BE/IKOB KOMMEMEHTA C,, C,, FB, C.

YPOBEHb BE/TKOB, PEMY/INPYIOLLIMX FH, Fl, nponepauH, CD46
KOMMAEMEHT

NPOAYKTbI KACKAA KOMMEMEHTA Cse Csg Bb, SCep g

OYHKUMOHAIBHOE COCTOAHUE KOMMJIEMEHTA | CHc,, AHc,, remonntmnyeckmni Tect, FH tect

AYTOAHTUTEJTIA AHTUN-FH
FEHETUYECKMI CKPUHWHT « CFH, CFI, C3, CD46, CFB
* [eHOMHaa nepecTporka nokyca FH-FHR (Hanpumep metogom
MAJI3)

* OnpeaeneHne nocsefoBaTeIbHOCTU KOAMPYHOLWMX PETMOHOB U
aHaNM3 Bapmaumm Yncaa Konmim reHoB

* [EeHeTUYeCKnm CKPUHUHI HEKOMNAEMEHTHbIX MyTaumi DGKE,
THBD




TEEHETU4HECKOE TECTUPOBAHME

PUCK CMEPTUUNU TNH B PUCK CMEPTU UNU
FEH NEBIOTE WU B TEYEHUE PE:SEL(IB " TNH CNYCTA 3-5 JIET, P;'ﬁ; gEEX'fT”EBﬁ)B
MEPBOrO roAA, % % » 2
CFH UNKU .
CFH-CFHR1/3 TMBPUAHbIE FEHbI >0-70 >0% 7> "
CFI 50 10-30% 50-60 45-80
MCP OIMHOYHbIN 0-6 70-90% 6-38 <20
MCP KOMBUHUPOBAHHbIW 30-40 50% 50 50-60
Cs 60 50% 75 40-70
CFB 50 3/3 75 100
THBD 50 30% 54 ?
AHTU-FH 30-40 40-60% 35-60 B sasuchmocTiigy
TUTPA aHTUTE

H.J. Goodship T., Cook H., Fakhouri F., Fervenza F.C., Fremeaux-Bacchi V., Kavanagh D., Nester C.M., Noris M., Pickering M.C., de Co’rdoba S., Roumenina L.T., Sethi S., J.H. Smith R. ATYPICALHEMOLYTIC UREMIC SYNDROME AND C3 GLOMERULOPATHY: CONCLUSIONS FROM A
«KIDNEY DISEASE: IMPROVING GLOBAL OUTCOMES» (KDIGO) CONTROVERSIES CONFERENCE. https://doi.org/10.24884/1561-6274-2018-22-4-18-39



https://doi.org/10.24884/1561-6274-2018-22-4-18-39

NMPUHUUINDBI NEYEHUA

1 JIMHNA CeXke3amopoXKeHHaAa
nnasma

NMAASMOTEPATNANA

MnasmoobmeH

2 IMHUA
AKynn3ymab

MOHOK/IOHA/1IbHbIE AHTUTEJIA

PaBynn3ymab




NMALUUNEHTKA WU., 27 JIET

* [IporpeccrBHOE CHUMKEHME PYHKLMN NMOYEK; e JlOCTUTHYT LUENeBon ypoBEHb

* HapacTtaHune aHemuu; remornobunHa

* 3/10Ka4yecTBEHHOE TeYeHMe apTepPMnanbHOM » CoxpaHAeTcs 3/1T0KAa4YeCTBEHHbIN XapaKTep

rMNepTeH3nu apTepnanbHOM rmMnepTeH3nm
2016 roa AHBAPbB 2022 rop, NIOJ1b 2022 roa,
MPOTEMHYPNA OO 1 I/CYT « HAYANO 3MT e ATTIM
3M304bl APTEPUANBHOW * BbICOKAA  [MEPMONMEPALMOHHAA
TMIEPTEH3NIA A3OTEMWA KPOBOMNOTEPA ~ 700 MJI
HEDPOIPOTEKTUBHAA TEPATMA * AHACAPKA e OYHKUMA
TPAHCHNAHTATA

OTCPOYEHHAA



NMALUUNEHTKA WU., 27 JIET

27.07.2022 06.08.2022 30.09.2022 03.10.2022 06.10.2022
FEMOI/IOBUH,
o/ 76 59 89 94 A4
TPOMBOLMTHI,
X10%/1 173 108 330 561 166
NIENKOUMTHI,
X109/ 9,3 31 5,2 8,6 12
CPB, MI/N 29 71 11 74 256
KPEATUHWH,
MKMOJTb/J] 665 433 160 485 528
JAEEIEEN I 19 47 10 16 22,6

MMONb/N




NMALUUNEHTKA WU., 27 NIET

34 tee chart axis

MPT TPAHCINAHTATA OT 07.10.2022

BbINMO/JTHEHA
TPAHCINNAHTATIKTOMWA, PEBU3VA U
CAHAUWA NOXKA TPAHCITIJTAHTATA

OTMEHEHA UMMYHOCYTNPECCHNBHAA
TEPANKWA

HASHAYEHA KOMBUHNPOBAHHAA
AHTUBARTEPUAJIBHAA TEPATTNA



10.10.2022 TOAA NOJYHEHO 3AKTHOYHEHUE TUCTONOTMMYECKOIO NCCNTEAOBAHMA MATEPUANA BNOTMCNN
[TOYEYHOIO TPAHCIIJTAHTATA

M3 TnYHOro apxmea Bopobbeson O.A., OO0 «HLUKM/»



SAKTIOMEHUE MOP®OJIOTA

* 1) OCTPOE T-K/IETO4YHOE OTTOPXEHWE, BANFF II-A, C HE3HAYUTE/IbHbIM SHAAPTEPUUTOM (V1),
BbIPAYEHHBIM TYBY/IMTOM (T3), BbIPAMEHHOW MHTEPCTULIMABHON MHOUABTPALIMEN (13); OCTPbIM
KAHA/IbUEBBIM HEKPO30OM; BE3 TPM3HAKOB XPOHU3ALNW.

* 2) OYATOBAA OCTPAA OBTYPUPYHOLLAA MNUKPOAHTNOMATUA TPAHCTINTAHTATA (O4ATOBAA “TMA”) C
®OKANbHbIM PE3KM CYBIHAOTE/MANBHBIM OTEKOM M CYETOTA/IbHOW OBTYPALIMEM MPOCBETOB
OTAE/TbHbIX APTEPNOJI.

* K TMCTONOMMYECKOMY 3AK/THOYEHMIO MATONOMOM Bbl/1 CAENAH KOMMEHTAPUMN C AMATHOCTUYECKMM
CYOEHMEM O TOM, 4YTO, YYUTbIBASI HE BEPUOULIMPOBAHHOE MEPBMYHOE 3AEO/IEBAHME MOYEK C YTPATOM
OYHKLIMM B MONOAOM BO3PACTE, AHAMHE3 BbICOKOW AT U TICTONOTUYECKYHO KAPTUHY OYATOBOW “TMA”,
BO3MOXHO MEPBNYHOE SABOJIEBAHUE N3 TPYTINbl «ATYC» U EIO PELMANB B TPAHCIIJIAHTATE.



B PAMKAX AUATHOCTUYHECKROIO NMOUCKA
BbINMOJ/IHEHO:

NAr —308 4/

LIM30UMNTO3 1-2%

HEMPAMASRA PEAKLLMA KYMBCA — OTPULATE/IBHO

MDA HA LUMTA-TOKCUH — OTPULIATE/IBHO
AHTUHYKNEAPHbBIV ®AKTOP — OTPULATE/IBHO

AHTUTENA K BETA-2 TIMKONPOTEMAY — OTPULIATE/IBHO
AHTUTENA K KAPAMONUMUHY IG M/IG G — OTPULATE/IBHO

WCCNEAOBAHWME CUCTEMblI KOMMAEMEHTA — YPOBEHb C3 HE3HAYUTE/IbHO HUXKE PEGEPEHTHbIX
3HAYEHWI, C4 B MPEAENAX PE®EPEHTHbBIX 3HAYEHWI

ADAMTS-13 B NMJIASME 75,7%
AHTUTENA K ®AKTOPY H 2,6 EA/M/T (N < 32)



01.11.2022

* CYBOEBPU/TIbHAA INXOPALKA
* ObWLAA CJTABOCTb, ACTEHWNA
* JIABOPATOPHO:

 [eMOrnodbuH 86 r/n

* TpombouuTbl 143x10°9/n

o NlemkoumnTbl 15x1079/n

e Hentpodunbl 10,3x10°9/n

* [1POKaNbUUTOHUH 8,23 HI/Mmn
 CPB 115,2 mr/n

Ha poHe oTHocuTenbHOro 61aronoay4mna, BHe3amnHo pa3BUICa 3NNM30/ reHepasin30BaHHbIX
cygopor



MPT rONOBHOIO MO3IA OT 02.11.2022




23.11.2022 HAYHATA TAPTETHAA TEPAIAUA
MPENAPATOM 3KYJ/IUSYMAD

23.11.2022 30.11.2022 27.12.2022
FEMOII0BWH, /N 72 100 102
TPOMBOLMTI, X10°//1 90 185 409
CPB, MI/N 196 28 1,8
Nar, Eg/n 225 195 166




CINMACUBO 3A
BHUMAHUE!

[lonos C.B., J/lomoHocoBa E.B., CaaoBHUKOBa A.B.

CM6 IbY3 KnnHunyeckaa 6onbHmnua Catntensa Jlyku
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