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PoJib CUCTEMbl KOMMNJIEMEHTa Npwu
3aboneBaHUuAX novyek: paHHblie 2024 ropna
(pe3sonwouunsa KDIGO)

B 2024 roay BbiWwsio ABa hyHOAMEHTasIbHbIX JOKYMEHTA, KOTOPbIE Nog4YepKMBalOT
Ba>XHOCTb CUCTEMbl KOMMJIEMeHTa B NaToreHese 3abonesaHuin n Boibopa cTpaTernm
Tepanuu NauMeHTOB C KOMMJIEMEHT-onocpeoBaHHbIMY 3aboneBaHnaMu noYvek. Nepsbii 13
HUX aBNAeTCA 0OHOBNEHHbIM aHaIM30M HaLMOHaNIbHOrO peecTpa peakux 3abonesaHnm
noyek BenmkobputaHum (nccneposaHmne RaDaR). BTopoih LOKYMeEHT — 3TO pe3onouums
WHULMATMBbI MO yay4dweHunio rnobanbHbix ncxonos 3abonesaHuim noyek (KDIGO — Kidney
Disease: Improving Global Outcomes), koTopas 6bina copMmupoBaHa No UToram
KoHbepeHumnn «Ponb KoMmnnemeHTa B 3abosieBaHUAX NOYEK». DTN LOKIAAbl UMEOT
onpegenswoLliee 3Ha4YeHNe 455 NOUCKA HOBbIX MOAXOA0B N CTpaTerun Tepanmm NnaymneHTos
C KOMMJIeMeHT-onocpefoBaHHbIMN 3aboneBaHnaAMN NoYek. Huke npeacrtasiieHa OCHOBHas
MHOopMaLMA N 3aKJl0YeHUSA uccnegosaTesien rno 4aHHOMY BOMpPocCy.

I70>Ka17y1/7CTa, Ha>XMuTe Ha I/IHTepecleLLll/ll;l Bac pasneii, 4yTO0bbI €ro OTKPbITb.

OcHOBHbIE 3aKJIl0o4eHUs uccnepoBaHusa peectpa RaDaR 2024 ropna



B obHoBNeHHOM aHanm3e nccnegosaHma RaDaR, HaumoHanbHOro peecTpa penokunx
3aboneBaHun novyek BennkobpmntaHmm, 0TMEYEHO, 4TO JIOAN C peaknMmmn 3aboneBaHnamMum
noyek coctaBnsatoT 5—10% oT obuiero 4ncaa NaymMeHToB C XpoHU4eckon 60ne3HbI0 NMoYek,
HO cpeaun HUx 6onee 25% NoJyHaloT 3aMeCcTUTENbHYIO Tepanuio novek’.

Y 40% nauwneHTOB C IgA-HedponaTumen, ®CIrc, MMrH/C3rn, aHtn-rbM passmsaetcs TIMH k
50 rogam’
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AHLA-BackynuT

CHHC/BMW

KymynaTuBHasa yacTtoTa

Bospact

ABTOPbI NCCNIEA0BAHMSA MPULLN K 3aKJIIOYEHUIO, YTO MauneHTbl C peakuMmn 3aboneBaHnamMm
rnoYyek oTam4vatoTcsa oT obwen nonynsaunm nauneHToB ¢ XBI: y HUX Bbile 5-neTHue
rnokasaTesin NO4Ye4YHON HeLOCTAaTOYHOCTWN, HO NMPU 3TOM BbiLLE BbI)XMBAEMOCTb MO
CPaBHEHUIO C ApYrMMUM NaumeHTamMm Ha ctagmax 3—5 XbI1, noaTomy nx 6onblue B KOoropTe
nauneHToB, Hy>xaawwmxca B 3MNT. YooBneTBOpeHne TepaneBTUYECKUX noTpedbHocTen
nauMeHToB C peaknMn 3aboneBaHMAMM MOYEK MOXKET OKa3aTb 3HAYUTEbHOE
MONOXKUTENbHOE BUAHME Ha A0JITOCPOYHbIN cnpoc Ha 3MT.

Pe3sonouua KDIGO 2024: npeAanocCbiJZIKU



HekoHTponnpyemas akTuBauna CUCTEMbl KOMMJIEMeHTa MOXXEeT BbI3biBaTb UM yCyrybnatb
nospexaeHne knybo4ykoB Npu pasnnyHbix 3aboneBaHnAaxX NoYek. XOTH aKTMBaLMUSA
KOMMJieMeHTa urpaeTt Npu4YnHHYyo posb B pa3sntum allYC n C3IT1, 3a nocnegHee
AecaTunneTune rnossBmIIOCb MHOXXECTBO AaHHbIX, MOATBEPXKAAOLWMX yHacTue KOMMNJeMeHTa B
naToreHese apyrux 3abonesaHui no4yek, Bka4Yaa agnabetnyeckyo HedponaTuio n
pas3sinyHble hopMbl rriomepysioHedpuToB. OQHOBPEMEHHO YBEJINYMNIIOCh KOJINYECTBO
OOCTYMHbIX BUAOB U CTpaTernn BefeHns nauneHToB, HanpasJieHHbIX Ha MHrMbupoBaHme
CUCTEeMbl KOMMJIEMEHTA.
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KondepeHymn
« ATUNUYHBIA FreMONUTUKO-YPEMUYECKHMA
cHHapom U C3-rnomMepynonaTuas

2016

KondepeHumn
«Ponb KomnnemeHTa
B 3aBoneBaHNAX NOYEK»

2024

2015 Peaonoumna?

ety e

Atypical hemolytic uremic syndrome and C3
glomerulopathy: conclusions from a “Kidney
Disease: Improving Global Outcomes” (KDIGO)

2022 Pesonouma’

o btiany il s

The role of complement in kidney disease:
conclusions from a Kidney Disease: Improving
Global Outcomes (KDIGQ) Controversies

Controversies Conference Conference

B 2022 rogy nHuumnaTmea no yny4yweHuto rnobanbHbIX MCXonoB 3aboneBaHnin novyek
(KDIGO — Kidney Disease: Improving Global Outcomes) nposesia KOHepeHL Mo No
CNOPHbLIM BOMpPOCaM. YH4aCTHUKUN KOHepeHUnn obCcyanam pacTyLyto posib CUCTEMBI
KOMMJieMeHTa B NaToPU3N0I0rnn, GUarHOCTUKE N IeHEHUN Pa3SINYHbIX FTOMepPYNapHbIX
3aboneBaHuii, AnabeTnyeckom HeponaTum N aTUNUYHOINO FEMONNTUKO-YPEMNYECKOTO
cnHppoma. B xone meponpuaTua 6bin nposeneH 0630p AoKa3aTeNbCTB, NOATBEP)KAAOLLMX
NEPBUYHYIO 1 BTOPUYHYIO POJIN CUCTEMbI KOMMJIEMEHTA B NPOrpeCcCcMpoOBaHUM Pa3INYHbIX
3abonesaHuin. Takxe 6o 06CyXAEHbI 3HaYeHMe BoMapkepoB 419 MOHUTOPUHIa
TevyeHus 3ab0sieBaHUA 1 POJib 3Tana Kiaybo4KoBON (UIbTPALUN B CUCTEME KOMIMJIEMEHTA'.

B 2015 rogy KDIGO npoBena KOH(epeHuuto, rae pacCMaTpuBaJUCb CNOPHbIE BOMPOCHI,
Kacatowmecs aByx 3abosieBaHMNM NMoOYeK, CBSAI3aHHbIX C aKTUBauuen komniemeHTa: alyYC u
C3IT. C Tex nop nosBMINCL AOKa3aTesibCTBa, NogTBep X AaloLwme posib KOMIMJIeMeHTa B
pasBuUTUM 1 NporpeccnpoBaHnm bonee WMPOKOro cnekTpa noyeyHbix 3abonesaHun,
BKJIOYaa AnabeTnyeckyto HedpponaTuio U pasamnyHble hopMbl raoMepyioHepPUTOB.
ONChHYyHKUMA KOMMIEMEHTA MOXXET BbICTYMNMaTb KakK NepBONMPUYNHON, TaK N BTOPUYHbBIM
hakTopoM, yCcyrybnsatowmm nporpeccuto 3Tnx sabonesaHnn. Movku npencraBnasaoT cobom
OCHOBHYIO MULLEHb ON18 HapYyLUeHUA perynaumm komnnemeHTa. CUCTeMHbIe reHeTu4yeckme
negekTbl B 6enkax, perympyowmnx KOMnaeMeHT, MOryT Bbi3blBaTb N30/IMPOBaHHbIE
HedponaTuu. MNMpn 3ToM MHOrmne opmbl 3ab6oneBaHUN NOYEK BOBJIEKAKOT BCE NYTU CUCTEMBI
KOMMaeMeHTa. YHUKasibHas BOCNPUMMYMBOCTb MNOYEK K MOBpeX4eHUsAM, CBA3aHHbIM C
KOMMJIEMEHTOM, MOXXET 06BbACHATLCA HECKONIbKMMU (haKTopaMun, BKJIKOHAA BbICOKOE
rmapocTtaTmyeckoe gassieHne B kKiybodkax n uabTpauunto naa3Mbl B Kanuansapax
rnoMepyJs, 4TO NPUBOAUT K FMMEPKOHLUEHTPaunsam 6esKoB KOMMNAeMeHTa B
HenocpeacTBeHHon 6amsocTn oT FBM. Kpome Toro, Hann4ymne peHecTpaumn B
dHAOTEeNMaNbHbIX KNeTKax Knybo4ykoB MoxeT obsieryaTb OOCTYN KPYMNHbIX 6e1K0B naa3mbl
K 6a3anbHOM MeMbpaHe. BaXkHO OTMeTUTb, 4To 6a3anbHaa membpaHa KNybo4KoB He
SKCMpeccupyeT BHYTPEHHUX PerysisTopoB KOMIMJIEMEHTa, KOTOpble NMPUCYTCTBYIOT Ha
3HOOTENMANbHbIX KNEeTKaX, YTO TakK)Xe CNoCobCTBYET NOBbLILLEHHOW YA3BMMOCTM MOYeEK K
NOBPEXIEHNAM, BbI3BaHHbLIM aKTUBaALMEN KOMMJIEMEHTa' .



Pe3onouua KDIGO 2024: koMnJieMeHT-onocpeaoBaHHblie 3aboneBaHun
M KOMOpPOMAOHOCTBb

FnomepynspHble NaToI0MNNKU, Bbl3BaHHbIE HapYyLUEeHNEM perynsaunm KoMnaemMeHTa,
npencTasnsaoT cobon Wnpoknm cnekTp 3aboneBaHUin, BKIKOYAOWMNX Kak peakue, HO
NPOTOTUMNYECKNE KOMMNJIEMEHT-0NoCpenoBaHHble 3aboneBaHns, Takme kKak alYC n C3IT1,
Tak n 6bonee CnoXXHble MHOroakTOpHbIe 3aboneBaHns, B KOTOPbIX akTUBaLMSA
KOMMJIeMeHTa MOXXeT UrpaTb BTOPOCTENEHHYIO pPOJib, yCyrybnaa TsaxecTb 6onesHn. Ponb
KoMnsemeHTa TpebyeT fasibHenwero NnogTBEPXAEHNSA Yepes3 KINHNYECKNEe UCMbITaHUSA U
nccneposaHma buomMmapKkepos cUCTEMbl KoMMsieMeHTa. Cpeaun Takmx 3aboneBaHUin MOXXHO
Bbloenntb AHUA-Backynut, AOC, ®Crc, MMrH, IgA-Hecpponatuio, UK MMrH, MH n TMA.
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MpoToTunuyeckune peakue 3abonesaHus Komop6uaHocTb

alyYC AHLUA-Backynut, CKB
Cc3rn IgA-HedponaTums, ML
MNepeuyHbiA UK MITH AdC, MH

JOuabeTtnyeckas HI

BtopuyHas TMA _

BropuyHbi MIMNIMH

@©Crc

J

Pesoniouua KDIGO 2024: ponb cuCcTEMbl KOMMJIEMEHTa B NaTtoreHese
3aboneBaHuMn u ero BAMAHME Ha BbIOOP Noaxopa K Tepanum
KOMIMJIEMEHT-0NocpenoBaHHbIX 3aboneBaHuM

\_




Posib cncteMbl KOMNIEMeHTa Npu pas3inydHbIX 3aboneBaHMAX NoYek, coraacHo pe3onounn
KDIGO 2024!
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CuctemMa KoMnaeMeHTa NOCTOSIHHO aKTUBHA M3-3a MeAJIEHHOro CNOHTAHHOMo pacnaja
thpakumm C3. AKTUBMPYIOLLME KOMIMOHEHTbI KOMMJIEMEHTa He CNOCOOHbI pa3inyaTb
COBCTBEHHbIE KJIETKM OpraHmn3Ma 1 Yy>KepoLHble areHTbl, M03TOMY 340POBbE YeJ/I0BEKA
3aBUCUT OT 6ENKOB-perynaTopoB akTUBALMN KOMMNJIEMEHTA, KOTOpblE NpeAoTBpaLlaoT
NoBpPeXAeHWNs, BbI3BaHHbIE KOMMIEMEHTOM. 171 NpefCcTaBleHHbIX HA CXeMe
rnomepynsapHbix 3ab6oseBaHNn OCHOBHLIM (DaKTOPOM SIBNAETCSA aKTUBaLUSA ONpenesieHHOro
nyTW, KOTOpasi NPUBOANT K MOBPEXAEHUIO, Nepexoasawemy B NpoandepaTmBHyto gasy
nopa>xeHusa rnomepysn. C nossneHnem Bce 6onbLIEro Yncia TepaneBTUYECKUX areHToB,
HaLleNeHHbIX Ha pa3Hble YaCcTWU KOMMJIEMEHTHON KaCKagHOW CUCTEMbl, CTAaHOBUTCS
KPUTUYECKN Ba>XKHbIM MOHMMaTb, Kak akTUBaLMS KOMMNAeMeHTa CNocobCcTBYET pa3BUTUIO
3Tux 3aboneBaHnin. ITo 3HaHNEe HEOHXOAMMO AN NPABUILHOIO NMPUMEHEHNS HOBbIX
npenapaToB C Liesblo YJy4YLeHNs NCXOA0B JIeYeHUs NaLNeHToB.

KaTeropusaumnsa KIMHUYECKNX NapaMeTpoB Ha OCHOBAHMM KOHCceHcyca akcrnepToB KDIGO
2024*
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MpuaHaHHble MapKepbl BcnomoraTenbHble MapKepbl KocBeHHble mapKepbl

* CHXeHWe NpoTenHypun * [MCTONOMMYECKWIA MHAEKE * YpoBeHs C3
* CTabunusauma UK ynydweHue s pCKP * AkTMBHOCTb C3NeF
pCK® * HaknoH pCK® * Mapkepbl aKTUBaLMK

anbTepHaTMBHOMO NyTH (APS0,
C3a/iC3b/C3b/ C3c/C3dg/C3d,
OTek Ba/Bb)

HedpoTryecknidi cuHapom

MoyeuyHas HEAOCTATOUYHOCTb

lematypua

Pe3soniouua KDIGO 2024: HoBble FrOPU30OHTbI KJIMHUYECKUX
MccJief0BaHUMA U NOUCKaA HOBLIX FPynn npenapaTos

MHOro4mncneHHble JaHHble CBNOETEeNbCTBYIOT O TOM, YTO aKTMBaLUA WX HapyLweHNe B
pa60Te CNCTEMbI KOMIMJIEMEHTA UIrPaeT Ba>XHYIO POJib B NaToreHese Bce bonee LLNPOKOIro



cnekTpa 3abonesaHnn novek. Xotsa npu al’YC n C3IT gucperynauns anbTepHaTUBHOMO
nyTW KOMMJIEMEeHTa, NO-BUAVNMOMY, ABJIAETCA OCHOBHbIM NaToOreHeTu4eCckMM hakTopoMm
3aboneBaHuns, B APYrmx COCTOAHNAX KOMMJEMEHT MOXET urpaTb 6osiee CNOXKHYI0 PoJib.
Hanpumep, oH MO>XXeT BbI3blBaTb NOBpEXAEHMNE KNYOO4YKOB NOC/E OT/IOKEHUSA UMMYHHbIX
KOMMJIEKCOB, KaK 3To HabntogaeTcsa npn MH, nnm cnocobcTBoBaTb XPOHNYECKOMY
nospexxneHuto, kak npun gnabetnyeckon HIM nam GCrC. MNMockonbKy cemvyac nccnenyertcs
MHO>XECTBO TepaneBTUYeCKNX areHTOoB, HaLlleNleHHbIX Ha pa3J/indyHble y4aCTKN Kackaga
KOMMJIEMEHTA, PacLUMPAOTCSA 3HAHNA O 3HAYEHUN N MeCTe KakAoro n3 6enkos B cucteme
KOMMJIeMeHTa, a TakXXe ero poJsiv B pa3BUTUN OCTPOro U XPOHNYECKOro socrnaseHus. B
3TOWN CBA3UN K/OYEBbLIM aCMeKTOM ABAAITCA NCCefoBaHMA NaHenen buomMmapkepos,
cneynduyHbIX oasa TOro niam nHoro 3abonesaHns, KOTopble MOryT obnerynTb Npeankumio,
AVArHOCTUKY, MOHUTOPUHI N1Ie4eHns N (MNnN) OLEeHKY CTaTyCa pa3/InYyHbIX r1IOMepynspHbIX
3abonesaHnin’.

CNUCOK COKpaLLeHUMH



KDIGO (Kidney Disease: Improving Global Outcomes) — nHuunaTuBa no ysay4weHuto
rnobanbHbIX nCxonos 3aboneBaHUN NoYekK;

RaDaR (The National Registry of Rare Kidney Diseases) — HaunOHaIbHbIN peecTp
penkux 3abonesaHnn rnovyek BennkobputaHmnu;

IgA — nMmmyHornobynmH A;

®CIrC — (hokanbHO-CEFrMEHTAPHbIN FIOMEPYIOCKIEPO3;

MIMNIrH — membpaHonponudepaTUBHbLIN rIOMepPYOHERPUT;

UK MIMIMH — nMMYyHOKOMMJIEKCHbIN MeMbpaHonponngepaTUBHLINA roMepyoHepuT;
C3Irn — C3-rnomepysionaTus;

FBM — rnomepynapHas 6a3anbHaa membpaHa;

TNH — TepMuHasbHasa noyeyHass He4OCTAaTOYHOCTD;

CPHC — cTepouna-pe3ncTeHTHbIN HEPPOTUYECKNI CUHOPOM;

AHUA — aHTuTena K umTtornsgasMme HemTpounios;

MH — meMbpaHoO3Haga HedponaTums;

CYHHC — cTepona-4yBCTBUTEJIbHbIN HEPPOTUYECKUN CUHOPOM;



BMWN — 60n1e3Hb MUHUMANbHbIX N3MEHEHWI;

XBIN — xpoHun4yeckasa 6051e3Hb NMoYyek;

3NT — 3amecTUTEeNIbHadA NovYevyHas Tepanus;

alYC — aTunNnyHbIn reMoSINTUKO-YPEMUNYECKUN CUHAPOM,;
ADPC — aHTUdoCcHONMMNNOHBIN CUHAPOM;

MWr — nypnypa WeHnenHa-reHoxa;

TMA — TpoMboTmnyeckas MUKpOaHrmonaTus;

HIN — HedponaTusg;

BN — 605e3Hb MNJIOTHLIX OEeN03NTOB;

MAK — MeMbpaHoaTaKyloLWmMin KOMMNEKC;

CKB — cncTteMHas KpacHas BOJIHaHKa;

PCK® — pacyeTHasa CKOPOCTb KAy6o4KOBONM husibTpaLmun.
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BaM Tak)Xe MoXXeT ObITb MHTepecHo
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XoTuTe Bcerga octaBaThbCsl B Kypce nocsieaHnx co6biTuii B Hepponorumn?

¥ Bac ecTb BO3MOXHOCTb 6€CrAaTHO NOANMCaTLCS Ha HOBOCTU 1 6bITk B YMC/IE NePBbIX, KTO ByAeT y3HaBaTb 06 06HOB/EHNAX B KTMHNYECKNX
peKkomeHAaLMAX, BeCTel € 3apy6eXHbIX 1 POCCUIACKUX KOHIPECCOB, @ Takke MHeHMIA 3KCNePTOB MO CaMbIM C/I0XKHbIM 1 AVCKYCCMOHHBLIM BOMPOCaM.

Momorunoukam.pod

CanT onsd nauneHToB 0 3ab0neBaHMAX NOYEK

NepenTn

Tenerpam KaHan noMorunodkam.pd

nyTeBOD,I/ITeJ'Ib no pegknm 3aboneBaHuAM Noyek AN NnauneHTa

MNepentn
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