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OtnpaBHasa TouKa — peKomeHgauum KDIGO no rnomepynapHbim 6onesHam 2021

nasa 2: UmmyHornobynuH A-Hepponatua / UmmyHornobynmH A-BacKynmt
UmmyHornobynuH A-Hedpponartus

MpakTuuecknin coset 2.1.1: PekomeHaaumm nNo AMarHocTMKe uMmyHornobynuH A-Hepponartuum (IgA-H):
IgA-H moxKeT 6bITb AMArHOCTUPOBAHA TO/IbKO C NOMOLLbIO 6UONCUU NOUKHU
Ncnonb3yite wkany MEST-C (me3aHrnanbHas [M] n aHgokanunnapHas [E] runepkneTo4yHocTb,
CermeHTapHbIN cKNepos [S], nHTepcTMumanbHbin dnbpos/atpodums KaHanbues [T] u nonynyHua [C]) B
COOTBETCTBMU C nepecmoTpeHHoM OKchopaCKOM KnaccudpumKkaymemn
MNopgTsepKaeHHbIX duazHocmuYyeckux 6uomapkepos IgA-H B CbIBOPOTKE UM MOUe HeT.
O6cnepgynte Bcex naumeHToB ¢ IgA-H ana BbisBA€HMUA BTOPUYHDbIX NPUYMH

MpakTnuecknin coset 2.2.1: Y10 HYXKHO YYUTbIBATb NPU onpeaeneHnn NporHosa nepsuyHom IgA-H:
Ona ctpatndukayumm pucka moryTt bbiTb MCNOJIb30BaHbl KAMHUYECKME U TUCTOIOTUYECKMNE AaHHbIE Ha
MOMEHT Buoncuu
MeXKAyHAapPOoAHbIM MHCTPYMEHT NPOrHo3npoBaHma IgA-H aBaaeTca UeHHbIM Pecypcom Ana KOIMYECTBEHHOWN
OLEHKN PUCKA NPOrpeccmMpoBaHmA U NPUHATMUA COBMECTHbIX C NAUMEHTaMU MHGOPMUPOBAHHbBIX PeLLUEHN

PaccunTtamnrte puck c nomoubto QxMD

MeXayHapoAHbIN MHCTPYMEHT NPOrHO3npoBaHUA IgA-H BKAKOYAET KAMHUYECKYIO MHPOPMALMIO HQ MOMEHT
bruoncum n He moXeT BbITb NCMONB30BAH ANA ONpeaesieHns BepOATHOroO BO3AENCTBUA Kakon-nmbo
KOHKPETHOM CXeMbl 1e4eHusn
He cywecTtByeT BaIMaupoOBaHHbIX nMpocHocmu4veckux buomapkepos IgA-H B cbiBOpOTKe nau moue,

Kpome pCK®P u npotenHypumn
Kidney Disease: Improving Global Outcomes (KDIGO) Glomerular Diseases Work Group. KDIGO 2021 Clinical Practice Guideline for the Management of Glomerular Diseases. Kidney Int. 2021;100(4S):51-S276.



https://qxmd.com/calculate/calculator_499?_branch_match_id=656546875419766679
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Paca/aTHW4YeCcKas NpUHaA/IEXKHOCTb
EBponeongHan
KuTamnckasn

AnoHcKasn

Ldpyraa
Ncnonb3oBaHue MHriMbutopos AN® Ha momeHT Buoncum

Ha

HeTt
M no wkane MEST
E no wkane MEST
S no wkane MEST
T no wKane MEST
Ncnonb3oBaHME MMMYHOCYNPECCAHTOB A0 BbIMOAHEHUA Buoncmm
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Het

PucyHoK 20. dnemeHTbl, BKHOYEeHHble B MeAyHapoAaHbI MHCTPYMEHT NPOrHo3upoBaHms IgA-H
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MpakTnuecknit coset 2.3.1: Y10 HY)KHO YYUTBLIBATb NPU IEYEHUM BCEX NALMEHTOB C IgA-H, y KOTOpbIX HET
0cobbix popm nepBuyHOM IgA-H:

* OCHOBHbIM HanpaB/eHUeM BeAeHUsA A0/1XKHa 6bITb oNTUManbHasA NoaAepXuBatoLlas
Tepanus

* OueHuTe cepae4YHO-COCYAUCTbIA PUCK U MPU HEOOBXOAUMOCTU Ha4YHUTE COOTBETCTBYOLLMNE
BMellaTebCTBa

* JlanTte pekomeHaaumm no obpasy *KMU3HU, BKAOYAA, ECAN 3TO HE0bBXxoaMMO, nHbopmaumio 0b
OrPaHUYEHUN HATPUA B NULLE, OTKA3E OT KYPeHUA, KOHTPO/ie Beca U GU3NYECKUX YNPaKHEHNAX

* Kpome orpaHM4YeHmna HaATpUA B NULLE, HE BbIJIO NONYYEHO HUKAKMX AAHHbIX O BO3MOXKHOM
B/IMAHUN KaKMUX-NMBO ANeTUYeCcKnx BO34encTBni Ha ncxoapbl IgA-H

* Ocobbie popmbl IgA-H: penosutbl IgA npn 60n1€3HM MUHUMANBHBLIX USMEHEHUI
(BMMW), IgA-H c octpbim noBpexaeHuem nodek (OMNM) n IgA-H c 6bicTpo
nporpeccupyowmnm rnomepynoHedpurom (BNrH) moryr norpebosatb HemegneHHOro
cneyManbHOro ne4yeHus

Kidney Disease: Improving Global Outcomes (KDIGO) Glomerular Diseases Work Group. KDIGO 2021 Clinical Practice Guideline for the Management of Glomerular Diseases. Kidney Int. 2021;100(4S):51-5276.



lgA-poMUHAHTHBIA
rnomepynoHedput

YUNTHEAATE BOIMOMHBIE NPHUKMHE]
ETOPMYHOrC 3a00NeBaHnA:
+ |gh BackynwT
+ |gA BETOPUYHEIR NO OTHOWEHWID K:
- Bupycam (BMUY, renatiTe)
- BocnanuTensHuIM 3a50NeBaHMAMM KHLWEYHWKA
= AYTOMMMYHHEIM 3360NEBaHHAM
= Uuppo3y nedexHy
+ |gA-poMmUHaHTHBIA [H CBA3AHHBIA C MHGEKLMAMK

Mowonatuueckan IgA-H

Mpw cuenke GuoncuK ncnonb3yinTe wrany MEST-C

CTpatndLMpyATe NALKEHTA NO CTENEHW PUCKA
MCNONb3IYA KNAHWYECKUE W TMCTONOTMYECKHe OaHHbIE

KonwyecTeeHHD OUEHWTE PMCK Ha MOMEHT YCTAaHOEKW AWarHosa,

ncnons3ya MexoyHapoaHER MHCTPYMENT NpOrHO3MpoBaHKA lgA-H
AnA Toro, yTobsl obocHoBaHo o6Cy#OaTe C NaUMEHTOM
NPHHATHE DELLEHINA

BrmwoumTe naumenTa B Pernctp 3abonesaHmnA

MpumeHairTe oNnTUMansHOE NOAASMKNBAIOLLEE NEYSHNE:
* Koppexuus Afl

= MakcMmanbHO NepeHocmble Ao3bl MATND/EPA

= Mogudukayna obpasa MH3HKM

= He zabbigaiiTe npo cepAeYHo-coCyAUCTbIE PUCKKM

MpaKkTnuecknin coset 2.3.2: ANTOPUTM NEPBUYHOM OLLEHKN U
BeAeHuA nauneHTa c IgA-H

PucyHok 21. lNepBoHaYyanbHaA OoLeHKa U BeaeHme nauneHTa c IgA-H

Kidney Disease: Improving Global Outcomes (KDIGO) Glomerular Diseases Work Group. KDIGO 2021 Clinical Practice
Guideline for the Management of Glomerular Diseases. Kidney Int. 2021;100(4S):51-S276.



PekomeHpauua 2.3.1: Mbl peKomeHayem BCceM NalMeHTamMm KOHTPOJIMPOBaTb apTepuasibHoe
laBneHune, KaKk 3To onuncaHo B rnase 1. Ecan y naumeHTa umeetca npotenHypua >0,5 r/cyT, mbl
PEKOMeHyeM NPOBOAUTb HaYa/IbHYIO Tepanuio MM60 MHIMOUTOPOM aHTMOTEH3MHMNPEBPALLAIOLLLErO
depmeHTa (MANP), nnbo 6a0KaTOpOM peLenTopoB aHrMoTeH3snHa Il (BPA) (1B)

PekomeHaauma 2.3.2: Mbl peKomeHAYyemM Bcem naumeHTam ¢ nporenHypueit >0,5 r/cyr,
HEe3aBMCMMO OT HAZIMUUA Y HUX apPTEPUAZIbHON rTMNEePTEeH3nn, NPOBOAUTL IeveHue Nnbo
nAMN®, nnéo 6PA (1B)

Kidney Disease: Improving Global Outcomes (KDIGO) Glomerular Diseases Work Group. KDIGO 2021 Clinical Practice Guideline for the Management of Glomerular Diseases. Kidney Int. 2021;100(4S):51-5276.



MpakTnuecknin coset 2.3.1.1: Yt0o cheayeT yunTbIBaTh NPU Ie4EHUM NALMNEHTOB C IgA-H 1 BbICOKMM PUCKOM

nporpeccuposaHmAa XblN1 HecmoTpAa Ha MaKCMMabHYIO NOAAEPKUBAKOLLYIO Tepanuio:

*  BbICOKMI PUCK NporpeccnpoBaHusa npu IgA-H B HacToAllee BpemMs onpeaensaeTca Kak npotenHypusa >0,75-1 r/cyT, KoTopas
COXPaHAETCA HECMOTPA Ha NPoBeAEHNE ONTUMANBbHON NoaaepKUBAKOLLLEN Tepanmn B TedeHme = 90 aHew

* MmmyHocynpeccuBHble npenaparTbl cneayeT pacCMaTPUBaTb KaK BaAPUAHT 1Ie4eHUA TONbKO Y TeX NalMeHTOB C
IgA-H, y KOTOpPbIX COXpaHAETCcA BbICOKUIA PUCK NporpeccupoBaHua XbIM HeCMoTpa Ha MaKCUMa/IbHYIO
noaaepXXunBaloLyro Tepanuio

* BBuAy coxpaHatowenca HeonpeaeneHHOCTM B OTHOWEHNM 6e30nacHOCTU N 3GPEKTUBHOCTM CYLLLECTBYHOLMX BAPUAHTOB
MMMYHOCYMPECCUBHOTO SIe4EHMA, BCEM NALMEHTAM, Y KOTOPbIX COXPaHAETCA BbICOKMIM pUCK nporpeccnpoBaHua XBI1
HECMOTPA HA MAaKCMMaNbHYHO NOAAEPKMBAIOLLYIO TEPANUIO, A0/KHA ObITb NPeAoCTaB/ieHa BOSMOXKHOCTb Y4acTMA B
KIMHUYECKUX UCcnenoBaHnAX

* Co BCceMM naymneHTamu, y KOTOPbIX PacCMaTpMUBaETCA BO3MOXKHOCTb UMMYHOCYNpPeccuu, cneayert nogpobHo
06cyauTb PUCKM U NpEeUMYLLLECTBA NPUMEHEHUA KAaXKA0ro npenapara, YyKasbiBasa Ha TO, YTO NO6OUHbIE
3 PeKTbl NeueHna Hanbonee BepoATHbI Y NaumeHToB ¢ pCKP <50 mn/muH Ha 1,73 M2

* He 6bl210 NONIYYEHO AOCTAaTOYHO A0KA3aTENbCTB B NOAAEPHKKY NCNONb30BaHUA WKanbl MEST-C no OKcdopackon
KnaccuduKaumm ans oueHKn HeobxoammocTn NnpuMeHeHns nMmmyHocynpeccum npu IgA-H

* He 6b1210 NONYy4EHO AOCTAaTOYHO A0KA3aTeNbCTB B NOAAEPXKKY NPUHATUA PELLEHUA O IeYEeHUM HA OCHOBe
Ha/IM4YUA BbIABNAEHHDbIX NPU 6MONCKUKU NOYKU NOAYIYHUIA U UX KOIMYECTBE

*  MeXAayHapoaHbI NHCTPYMEHT NPOrHo3upoBaHua IgA-H He morkeT BbITb NCNOb30BaH ANA onpeaeneHna BepoATHOrO
B/IMAHMA KAaKOMN-TMOO KOHKPETHOM CXEMbI 1E€YEHUS.

* CTeyeHnem BpemeHu cnegyeT NPOBOAUTb AUHAMUYECKYIO OLEHKY PUCKA Y KaXKA0ro naumMeHTa, NOCKO/IbKY peLleHun
OTHOCUTE/IbHO MMMYHOCYNPECCUnN MOTyT M3MEHUTbCA.

Kidney Disease: Improving Global Outcomes (KDIGO) Glomerular Diseases Work Group. KDIGO 2021 Clinical Practice Guideline for the Management of Glomerular Diseases. Kidney Int. 2021;100(4S):51-S276.



MpakTuueckuu cosert 2.3.1.2: CHUXKEHME NPOTENHYPUM A0 YPOBHA MeHee 1 r/cyT ABnaeTca cypporaTHbIm
MapKepoM YydLLIeHUA NOYEeYHbIX MCXoa0B npu IgA-H, 1 cHUXeHMe A0 ypoBHA MeHee 1 r/cyT sBnsaeTcs
0H60CHOBAHHOM LEeNblo eYyeHuns

PekomeHaauma 2.3.1.1: Mol npeanaraem pacCMOTPETb BOSMOMKHOCTb Ha3HaYeHUA 6-MecayHOoro Kypca
[NIOKOKOPTUKOUAHOM Tepanum NaumMeHTam, y KOTOPbIX COXPaHAETCA BbICOKUIA PUCK NPOrpeccupoBaHma
XBIM HeCMOTPS Ha MaKCMMa/lbHYIO MNOAAEPKUBAIOLLYIO TEPANMI0. 3HAUYUMbIN PUCK NIEKAPCTBEHHOM
TOKCUUYHOCTU Heobxogumo o6cyauTb Co Bcemu naumeHTamm, ocobeHHo ¢ Temu, y Koro pCK®P <50
mn/MmuH Ha 1,73 2 (2B)

NccneposaHue | Mpenapat CrtapToBas A03a AnnTenbHoCTb CHUXKeHue Obuasn
NPUMeHeHuA ANNTENbHOCTb
BbICOKOM A03bl

TESTING [1] MetunnpeaHunsonoH | 0,6-0,8 mr/kr/cyTku (Ha 2 mecsua Mo 8 mr B mecsy, 6-8 mecsues

YCMOTpPEHMEe uccnegosaTens), c
OKpYr/ieHnem A0 A03bl,
KpaTHOM 4 mr

MakcumanbHo 48 mr/cyTku

Manno [2] MNpeaHn3oH 1mr/Kr/cyTkn, MakcumanbHo 75 | 2 mecAaua Mo 0,2 mr/Kr B 6 mecaues
Mr/cyTKu mecal,
Lv [3] MpeaHW30H 0,8-1 mr/Kr/cyTKu 8 Hepenb Mo 5-10 mr/cyTku 6 mecsues

KaXkgble 2 Hegenu

PucyHokK 22. [NOKOKOPTUKOMAOHbIE CXeMbI, UCMO/Ib3yeMble B KIMHUYECKMX nccnepnosanHumax IgA-H, roe npumeHanca eAMHbIlZ noaxo K
6n0Kap,e peHMH-aHFMOTEH3MHOBOH CUCTEMDI

Kidney Disease: Improving Global Outcomes (KDIGO) Glomerular Diseases Work Group. KDIGO 2021 Clinical Practice Guideline for the Management of Glomerular Diseases. Kidney Int. 2021;100(4S):5S1-S276.



MpaKkTuuecknin coset 2.3.1.3: NpumeHeHUe rIOKOKOPTMKOMA0B Npun IgA-H:

*  KnumHuyeckue npemmyulecrtsa rmMoKoKopTtukonaos npu IgA-H He ycTaHOBAEHbI, U UX cheayeT HAa3HAYaTb
€ 0c060i1 OCTOPOXKHOCTBIO U NMOJIHOCTbIO M36eratb B CUTyauUAaX, NepevynucaeHHbiX Ha PUCYHKe HMXKe

* He 6b1710 NONYYEHO AOCTAaTOYHO A0Ka3aTe/IbCTB B NOAAEPKKY MCMONb30BaHUA WwKanbl MEST-C no
OKcdopackon kKnaccupmKkaumm ans onpeaeneHnsa BpeMeHn Hadyana ntobon tepanmu
FMIOKOKOPTUKOUAAMMN.

* HeT gaHHbIX, noaTBEPKAAOWMX 3PPEKTUBHOCTb UIN MEHbLLYIO TOKCUMYHOCTb a/IbTEPHUPYIOLLNX PEXUMOB
npuema rMioKOKOPTUKONAO0B UM MPOTOKONOB CO CHUMKEHHOM A030M.

* Ecnu neyeHune rOKOKOPTMKOMAAMU NPOBOAUTCA (4032 B aKBMBaANEHTe npeaHusonoHa 20,5 mr/kr/cyT),
HeobxoaAnMMO NPoBOANTL NPOPUNAKTUKY MHEBMOYUCMHOU NHEBMOHWM HApAAY C racTPONPOTEKLMNEN U
NPOodUNAKTMKOM OCTEONOPO3a B COOTBETCTBMM C MECTHbIMU PEKOMEHAALMAMMU

pCK® < 30 ma/mun/1.73m?*

Ownaber

OxupeHue (MMT> 30 Kr/m?) #

JNlateHTHble nHdeKuun (Hanpumep BUPYCHbIN renaTtuT,
Ty6epkynes)

BTopuuHble NnpuUuUuHbI (Hanpumep LUPPO3 NeyeHun)
AKTMBHAA NenTuyecKan A3Ba

HekoHTponupyemoe ncuxmuueckoe 3abonesaHue
Ta)Kenbi octeonopos

PucyHok 23. Cutyauuu, Korga cneayet nsberatb npMema rioKOKOPTUKOUAOB NN NPUMEHATb UX C 60/1bLLIOK OCTOPOMKHOCTbIO

Kidney Disease: Improving Global Outcomes (KDIGO) Glomerular Diseases Work Group. KDIGO 2021 Clinical Practice Guideline for the Management of Glomerular Diseases. Kidney Int. 2021;100(4S):51-S276.



MpaKkTuuecknin coset 2.3.1.4: BegeHne naumeHToB c IgA-H, y KOTOpPbIX COXpaHAETCA BbICOKMM PUCK
NpPOrpeccMpoBaHMA NOCae MaKCMMabHOW NOAAEPKMBAOLLEN TEpanumn

Mpotennypua =1 r/cyTKN HECMOTPA Ha ONTUMANLHYIO
NoAfepKUEA WY MEQULMHCKYI0 NOMOLLL B TeYeHne
KaK MUHUMYM 3 Mecales:

= Kontpons Al

» MakcumanbsHo nepeHocimbie gossl WATND/BPA He npumeHumMo K:

He MpMMEHMMO K HEKOTOPbBIM

dopmam lgA-H: » Mognburkauuna obpaza MuzHM « IgA BackynuTy
= Oenozutel lgA npu BonesHu = KoppekuWA cepaevyHo-cocyancThix pUCKOB + lgA-Hedponatuy, BTOpUYHON
MHMHWUMANbHbIX M3MEHEHMA no OTHOLWEHMD K-
» lgA-H c octpbim - BUpYCHBIM MHGEKLMAM
nospexaeHem novyex (B, renatunTil)
= lgA-H c BricTpo- PaccMOTPeTb BKMIOYEHIE - BocnanutensHbim
Mporpeccupyowmm B KNWHUYECKWE MCCNefoBaHA zaboneBaHWAM KULLEUHWKS
rnomepynoHedpuTom® - AYTOUMMYHHBIM
3abonesaHAM
- Umnpposy
= NMocrunderkymoHHomy MH
€ AOMWHUPOBAHUEM

pCKD <30 mn/muH Ha 1,73 m? PCKD =30 mn/muH Ha 1,73 m?

CrpatrdHKaLnA pUCKOB
TOKCHYHOCTIA:
« CTapluwi sospact
= MeTabonuyecknii CMHApPOoM
= OxupeHue
= NaTeHTHbie MHbeKLI

(TB, BMM, BI'B, BI'C)

AenosuTos IgA

Ocobbie nonynAuui:
« ANOHCKaA — pacemMoTpeTh

TOHIMASKTOMMED

» KuTalckan — paccmoTpeTh

NpMMEHEHWE MUKObeHoNaTa
ModeTNa B KauecTee
cTepouf-cheperailero
areHTa

PACCIMGTEITE: MAKCHMA Risk Y10 Mpoduns puck/nonb3a rNOKOKOPTUKOML0E

nogAepKnBaLLyo
MEAWNUMHCKYH NOMOLLL

PucyHoK 24. BegeHune nauneHTos ¢ IgA-H, KOTopble OCTarOTCA B Fpynne BbICOKOrO PUCKA NPOrPeccMpoBaHmMA NOC/e MaKCMMasibHOM
noanepmMBatoLLEN Tepanmm
Kidney Disease: Improving Global Outcomes (KDIGO) Glomerular Diseases Work Group. KDIGO 2021 Clinical Practice Guideline for the Management of Glomerular Diseases. Kidney Int. 2021;100(4S):S1-S276.
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MpakTnueckunin coset 2.3.1.5: [lpyrue papmakosormyeckme metoabl 1e4eHus, nccneaoBaHHble npu IgA-H

Mpenapatsbl MpeanorkeHma No MCNob30BAHULO MNpumeyaHua

AHTUMarperaHTbl He pekomeHayetca HeT 4OKYMEHTMPOBAHHbIX AOKa3aTenbCTB 3GGEKTUBHOCTH

AHTUKOAryNAHTbI He pekomeHayetca HeT 4OKYMEHTUPOBaHHbIX AO0Ka3aTeNnbCTB 3GGEKTUBHOCTH

AsaTtonpuH He pekomeHpgyeTca HeT nokasaTenbcts 3pGEKTUBHOCTM HM NPU MOHOTEPANWUN, HU B KOMBUHaLMK €
TIOKOKOPTUKOUAAMM

Unknodochammp, He pekomeHpyeTca 3a uckntoyeHnem bbictponporpeccupytoen IgA-H

NHrMbunTOopbl KaNbLMHEBPUHA

He pekomeHpayeTca

HeT AOKYMEHTUPOBaHHbIX A0Ka3aTeNnbCTB 3G GEKTUBHOCTH

Putykcnmab

He pekomeHpayeTcAa

HeT AOKYMEHTMPOBaHHbIX A0Ka3aTeNbCTB 3G PEKTUBHOCTH

Pb16uit xnp

He pekomeHpyeTca

MaumMeHTam, KenamLwmm NPUHUMATDL PbIOUI KNP HYXKHO AaTb COBETbI B OTHOLLIEHUN
[,03 U KOHKPETHbIX peuenTyp, MCNONb30BaHHbIX B ONYy6/IMKOBAaHHbIX KAMHUYECKUX
nccnenoBaHUAX, KOTOPbIX coobwanocb 06 ero agpheKTMBHOCTH

MukodeHonata modetnn (MMO)

KuTtalickme naumeHTbl

Y Tex, y KOro paccmaTpmuBaeTca NpMMeHeHne
rNIOKOKOPTUKONA0B, MM® MOXKeT Ncnosb30BaTbCA
B KayecTBe cTepouna-cbeperatoLero cpeacTea

B eanHctBeHHOM PKU, npoBeaeHHoMm B Kutae, MM® B coueTaHUM C HU3KMMMK A03aMMU
rMIOKOKOPTUKOMA0B OKA3a/iCa He XYXKe, YeM CTaHAAPTHbIE A03bl INTIOKOKOPTUKOMA,0B
ans nevenuns IgA-H c nponmdepaTMBHbIMU TMCTONOTMYECKMMIN M3MeHeHnaMM (E nam C,
C HEeKpo3amm unm 6e3 H1x) No AaHHbIM BUoncum, n npotenHypuen> 1 r/cytku. Mpu
KOMBOWHMpPOBaHHOM Tepannn 6b110 MeHbLIE NOOOYHbIX 3G PEKTOB, CBA3AHHbIX C
rMIOKOKOPTUKOMOAMM

He KuTaicKue nauueHTbl
HepocTaToOuHO AaHHbIX B NO44EPMKKY
ncnonab3osaHua MMo

B PKU MM® y HEKMTANCKMX NALMEHTOB He Bbl/1I0 NO/IYY4EHO 0Ka3aTeIbCTB
apdpeKTMBHOCTM MoHoTepann MM®

MAPOKCMXNOPOXUH

KuTanckme naumneHTbl

Y NauneHToB C COXPAHAOWMMCA BbICOKMM PUCKOM
NporpeccMpoBaHnA HECMOTPA Ha ONTUMA/IbHYHO
noAaAepKMBAIOLLYIO TEPANMIO

B HebonbLiom KpaTkocpouyHom PKU, npoBeaeHHOM B Kntae, ruapoKCUXI0POXUH
NPUMEHSANM Yy NaLMeHoB c npoTenHypumeit 0,75-3,5 r/cyTKM HECMOTPSA Ha Tepanuio
NMAN®/BPA, K 6 mecaLam NpoTenMHypUa CHUXKanacb Ha 48% B rpynne ne4eHuns no
cpaBHeHuto ¢ 10% B rpynne naauebo

He KuTalicKue naymeHTbi
HepocTaToOuHO AaHHbIX B NOAAEPKKY
MCNONb30BaHWUA B 3TOW NONYAALUU

[MAPOKCUXIOPOXUH He uccnenoBann y HEKUTANCKNX naunMeHToB

PucyHok 25. lpyrne ¢apmaKkonormyeckme Metogbl e4eHunsn, oueHeHHble npu IgA-H
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MpakTuuecknia coset 2.3.1.6: ToH3nAn3KTOMMA Npn IgA-H:

* ToH3MAN3IKTOMMUA He A0NXKHA UCNO/Ib30BAaTbCA B KayecTBe metoaa evyeHua IgA-H y naumeHTos
eBponeouaHOMN pachl

* TOH3MANIKTOMMA NpeasiaraeTcA B HEKOTOPbIX HAaLMOHA/IbHbIX PYKOBOACTBAX MO /1e4eHUto
peunanBupytowero TOH3nAInTa y naymeHTos ¢ IgA-H

* MHOroymcneHHble uccneaoBaHusa, NpoBeaeHHble B ANOHUK, MOKA3anm yayylleHne noYeyHom
BbI’)KMBAEMOCTU U HAaCTUYHYIO MM NONHYIO PEMUCCUIO TeMaTypun U NpoTenHypuu nocne
N30/IMPOBAHHOM TOH3UINIKTOMUU NN TOH3UNNIKTOMUKN B COYETAHUN C NYAbC-TEPANUNEN

IMIOKOKOPTUKOUNOaMU
AnoHubI ¢ IgA-H Kutaniupl ¢ IgA-H Esponeonapl c IgA-H
KnnHunyeckaa MpumeHseTca pyTMHHO (YacTo BMecTe C NyabCamu PyTMHHO He NnpumeHAeTcA He npumeHseTtca
NpPaKTMKa TNHOKOKOPTUKONA0B)
MpumeyaHua MHoroumcieHHble KOrOpTHbIE uccaeaoBaHums [1-5], Hecosnagatouime pesynbrathl OyeHb Mano AOCTYMHbIX AaHHbIX ANA
BK/ItOYAA KPYMHOE PEeTPOCNEKTUBHOE UccnegoBaHne | HEGONbLUMX PETPOCNEKTUBHbIX 3TOM nonynAuMn. [JoCcTynHbIe XKe

C nceBgopaHaomm3sauymet [5] nokasanu ynydeHne | KOrOPTHbIX UCCNef0BaHUN U OAHOTO | AaHHbIE He NOATBEPKAAOT
NOYEYHOW BbI)KMBAEMOCTU NOCAE TOH3UANIKTOMUMN. Hebonblworo ogHoueHTposoro PKU 3O PEKTUBHOCTb TOH3UANIKTOMUN
EanHcTBeHHoOe PKU He BbifsBMIO pasnnymin B pCKD K npu nedeHnmn IgA-H y naymeHToB
1 roay npu cpaBHEHUN TOH3UINIKOMUMU U eBponeonaHoM pacl
TOH3U/IN3KTOMUM BMECTE C NyAbCamm
IMIIOKOKOPTUKOMAO0B, M B STOM UCCNEeA0BAHUN He
npeactaBneHbl AaHHble 06 OTAaNEHHbIX pe3yabTaTax
[6].

PUCYHOK 26. [TprmeHeHne TOH3UNNIKTOMMM B KavecTBe siedyeHuna IgA-H no permoHam mupa
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Mpaktnueckunin coser 2.4.1: IgA-H c HePppPOTUYECKMM CUHOPOMOM:

* B peakux cnyyaax y naumeHTos c IgA-H HabatoaaeTca HeppOTUYECKNI CUHAPOM (BK/HOYAA OTEKM B COMETAHUM C
rmnoanbbymmHemmnen n npotemHypmein HeppoTnyeckoro yposHs >3,5 r/cyT)

* B atux chyyaax genosutbl IgA B me3aHrnm moryt 6biTb aCCOLMMNPOBAHDbI C CBETOONTUYECKMMMU U 3/IEKTPOHHO-
MUKPOCKONUYECKMMM NPU3HAKaMM, COOTBETCTBYIOLLMMM NOA0LMTONATUMN, HanoMmuHaroweir BMU

e HesAcHo, ABnAeTCA M 3TO cneunPmnyeckum nogoumTonatmyeckum sapmaHTom IgA-H nnm ke peub nget o MUy
naumneHTa c IgA-H

* MauuneHTbl, y KOTOPbIX NpU 6MONCUM NOYKU BbiiB/IEHbI 4en03uUTbl IgA B Me3aHrMM u CBETOONTUYECKUE U
3N1eKTPOHHO-MUKpPOCKONU4YecKue npusHakamm, coorsercresyrowme bMU, gonxkHbl nonyyatb neyeHue B
COOTBETCTBUMU C peKomeHgaumnamm no bMU

e [launeHTbl C HEPPOTUYECKUM CUHOPOMOM, Y KOTOPbIX NPpM Broncmm NnoyYkn obHapyKeHbl CONYTCTBYHOLLNE
NPU3HaKM me3aHrmonpoandepatTnsHoro rnomepynoHedputa (MeslrH), AonxKHbI NONYyYaTb TAKOE }Ke /ieyeHue,
KaK M NauMeHTbl C BbICOKMM PUCKOM nporpeccmpoBaHmna XbIT HeCMOTpA Ha MaKCMMaibHYO NOAAEPHKUBAOLLYHO
Tepanuio

* TMpoTtenHypua HeppoTUUECKOro YpoBHA 6e3 HeppOTUUECKOro CUHAPOMA TaKXKe MOXKeT HabatogaTbca npm
IgA-H, 1 3T0 06bIYHO OTPaXKaeT conyTCTBYIOWMIA BTOPUUHDIN (OKaIbHbI CerMmeHTapHbIi MoMepynocKkaepos
(®CrC) (Hanpumep, BcneacTsmne OXKUPEHUA UIN HEKOHTPOIMPYEMOIA TMNEPTEH3UN) UK pPa3BUTUE
BbIPayKEHHOro MoMepy/oCcKAepo3a U TybynounHTepcTuymManbHoro pubposa
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MpaKTnueckunia coser 2.4.2: IgA-H c OIMM:

e Ol morKeT BO3HMKATb Y NaUMeHToB c IgA-H B KOHTEKCTE TAXKeNnon makporemaTtypmm, obbI4YHO
aCCoUMMPOBAHHOM C UHDEKLUMEN BEPXHUX AbIXaTeNbHbIX NYyTEN. BbinoNHEHME NOBTOPHOM Bruoncmu
MNOYKW CNeayeT PACCMOTPETb Y TEX MALMEHTOB, Y KOTOPbIX He HabtoaaeTca ynyyweHna GyHKLUUM NoYeK
B Te4yeHue 2 Heaesb Noc/ne npekpaweHna rematypun. HemegneHHoe Havano neveruma OMMM ¢
MaKporemaTtypueu Ao/13KHO bbiTb cocpenoToueHo Ha noaaepxusatowen tepanum OMMN.

* Ol Tak*e MOoXeT bbITb NepBbiM NpoAsaeHuem de novo IgA-H, nnbo pa3BUTbLCA NPU eCTECTBEHHOM
TedyeHun IgA-H c BINIH n ob6pazoBaHmem 601bLIOro KOANMYECTBA NONY/IYHUIA, OObIMHO NPU OTCYTCTBUM
MaKporemaTtypuun. NMpu oTCyTCTBUMM MAKPOremaTypuu, a TaKXKe NPpu UCKAKUYEHUN APYITUX NPUYUH
BMrH (Hanpumep, BaCKyUT, aCCOLMMPOBAHHbBINA C aHTUHEUTPOPUABHBIMU LUTONNIA3MATUHECKMMUN
aHTUTEeNaMM, BaCKY/IUT, aCCOLMMPOBAHHbDbINA C aHTUTE/IaMMU K IIomepynsapHon 6aszanbHoit membpaHe,
n 06paTumbix NpuUUMH (HaNnpumep, TOKCUYHOCTb JIEKAPCTBEHHbIX NPENapaToB, PacnpPOCTPaHEHHbIe
NPUYUHDbI Npe- U NocT-peHanbHoro OMM), 6uoncua Nouykn gonKHa 6bITb NpoBeaeHa
6e3oTnararenbHo.
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MpakTnuecknin coset 2.4.3: IgA-H c BINIH:

* bbicTponporpeccupyrowan IgA-H onpegenaetca Kak cHMxKeHne pCKP Ha >250% B TeyeHume <3 mecaues, ecnm
Npu 3TOM 6bIIN UCKAtOYEHbI apyrne npudnHel BMTH (Hanpumep, AAB, aHTU-TBM-60n€e3Hb) M obpaTMble
NPUYMHbBI (HANpPMMep, NeKapCcTBEHHAA TOKCUYHOCTb, PAacCNpPOCTPaHEHHbIE NPe- U NOCT-PeHa/ibHble MPUYUHDI)

* BoaTtux Cny4yanax He06xo,u,mma buoncus NMNOYKH, KOTOPaAd 0bblYHO BbiABNAET MeE3aHIMa/IbHYIO U
SHAOKAMUNNAPHYIO TMNEPKNIETOYHOCTb, a TaKX¥e BbICOKYHO A0/1H0 KI'Iy6OHKOB C NONYAYHUNAMU U O4HAlroBbliM
HEKPO3OM

* Hanuume nonynyHuin npm 6GMONCHMM NOYKN NPU OTCYTCTBUM COMYTCTBYHOLLETO U3MEHEHUS YPOBHA KPeaTUHMNHA B
cbiBOpoTKe KpoBu (CKp) He yKasbiBaeT Ha Haanyue bbicTpo nporpeccupytowen IgA-H; Ho aTMm naymeHTam
TpebyeTtca TwaTenbHoe HabntoaeHme, 4yTobbl obecneynTb HBbICTpoE BbiABEHME Nt0O60ro cHMXKeHua CKO. Ecnu
3TO NPOUCXOAUT, MOKHO PAaCCMOTPETb BO3MOXKHOCTb MOBTOPHOM BMONCUM MOYKM

* TMauueHTam c 6bicTPO Nporpeccupytoweint IgA-H cneayer npeanoxutb nedeHme uuknodpocpammagom m
rMIOKOKOPTUKOUAAMU B COOTBETCTBUU C peKomeHaaunamm no AAB

* [podunakTMyeckne mepbl, KOTopble A0KHbI CONPOBOXKAATb MMMYHOCYNpeccuto, obeyrkaatotca B [nase 1

* He 6b110 NONYYEHO A0CTAaTOYHO A0KA3aTeNbCTB B NOAAEPKKY NPUMEHEHUA pUTYKCumaba ana neveHus
6bicTponporpeccupyrowei IgA-H
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NMMYHOI100yJIMH A-BaCKYJIUT

MpakTnuecknin coset 2.5.1: Y10 HYXKHO y4UTbIBATb NPU ANATHOCTUKE UMMYHOMNobynnH A Backynuta (IgA-B):

* B oTanume OT AeTeN, He CyLLLECTBYET COM/TaCOBAHHbIX HAa MeXKAYHapOAHOM YPOBHE KpUTepmues
ANA ANarHoCTUKKM IgA-B y B3poc/bix, NPy 3TOM KIMHUYECKMIA anarHo3 IgA-B yacto cTtaBuTCA Ha
OCHOBE KpUTepueBs, ONUCAHHbIX ANA AeTen

* Y B3pOC/bIX C BACKY/IUTHOM CbINbto, TUNUYHOWN Ana IgA-B, nonkHa 6biTb BbINONIHEHA Broncus
MOYKKU NPU HANNYNU MPU3HAKOB, COOTBETCTBYIOLLUX NEPCUCTUPYIOLLEMY U/UNN 3HAYUMOMY
HeppuTy, BMIMH, npotenHypun >1 r/cyT u/mnmn HapyweHun GyHKLUKN NoYeK

« O6cnepgynte BCcex naumeHToB c IgA-B anA BbiIABNEHUA BTOPUYHDbIX MPUUYUH.

 O6cnepynTe BCcex B3pOocC/bix NauueHToB ¢ IgA-B ana BbiaBNE€HUA 3/10KAYE€CTBEHHDbIX
HOBOObpPa30BaHUN, CKPUHUHT cieayeT NPOBOAUTL C yYEeTOM BO3pPacTa U Nnona

MpaKkTuueckunia coser 2.2.1: Y1o cneayeT yumTbiBaTh NPU NPOrHO3NMPOBAHUM NepBUYHOro IgA-B:

e PeTpocneKTuBHbIe AaHHbIE U3 OTPAHMYEHHOTO YMC1a HEBONbLUMX PETNUCTPOB BbIABUAM
cneayowme NpeanKTopbl HE6AroNPUATHBLIX MOYEYHbIX MCXOA0B Y B3POC/AbIX NAaLEHTOB C IgA-B:
HEKOHTPOMpPYyeMana apTepuasbHaa rmnepTeH3na U BbIPaXeHHOCTb NPOTEUHYPUM HA MOMEHT
NOABNEHMA CUMNTOMOB, a TaKXe apTepunasibHaa rmnepTeH3na n cpegHme 3HavyeHunA
NPOTEMHYPMU 3a Bpema HabarogeHusa

* Okcdopackasa KnaccndpumKkauma He npownia Baamagauuto ana IgA-B

* MexKAayHapoaHbIA NHCTPYMEHT NPOrHo3npoBanHma IgA-H He NnpeaHa3HayeH ana
NPOrHo3nposBaHmA npu IgA-B
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PekomeHpauua 2.7.1.1: Mbl He peKomeHAyeM UCNO0/1b30BaTb IMIOKOKOPTUKOUAbI ANA
npodunnakTMkm HeppuTa y NaLuMeHTOB C U30IMPOBAHHbIM BHeno4veyHbim IgA-B (1B)

MpaKkTuueckunin coser 2.7.1.1: Y10 cneagyet meTb B BUAY NPU Ne4eHnn Bcex naymeHToB ¢ IgA-B-

accounmpoBaHHbiMm HedpuTom (IgA-B-H) 6e3 BMTH:

e OueHuTe cepaeyYHO-CoCYaAUCTbIN PUCK N NPU HEOBXOAMMOCTM HAaYHUTE COOTBETCTBYIOLWME
BMeLLaTeNbCTBa

e [laniTe peKomeHaaunn no obpasy *KMU3HU, BKAKOYAA, €CAN 3TO HeEobxoanmo, MHPopMaLuto 06
OrpaHUYEHUN HATPUA B NULLE, OTKA3E OT KYPeHUA, KOHTPOsie Beca N GU3NYECKMX YNPaKHEHNAX

* bBblN0 NOKa3aHO, YTO HMKaKNE KOHKPEeTHble gMeTndYeCKne BMmeLllaTeIbCTBa He BAMAIOT UCXOAbl
npu IgA-B-H

* [lpnaeprKMBaMNTECH COMTACOBAHHbIX HA HALMOHA/IbHOM YPOBHE LIeNIEBbIX MOKa3aTeneu
apTepuanbHoro aasneHuna. KDIGO npegnaraet npoBoauTb iedeHne 4o uenesoro yposHA CA/LL
<120 mm pT. CT. NpU CTAaHAAPTHOM OPUCHOM U3MEPEHNUN apTEPUANIBHOTO AABNEHUS

* Wcnonb3ymte makcMmasibHO nepeHocumble Ao3bl MAND nnm BPA, echm npotenHypus >0,5 r/cyT

* [lpeanoxute ydactme B KIMHUYECKOM UCC/Ie0BaHNN, eCN TaKoBOe A0CTYMNHO.
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MpaKkTuuyecknin coset 2.7.2.1: Y10 cneayet yunTbiBaTb NPU ie4eHMM naumeHTos ¢ IgA-B-H m
BbICOKMM pUCKOM nporpeccupoBaHna XblN HeCMoTpA Ha MaKCUMA/IbHYIO NOAAePKMBALOLLYIO

Tepanuio:
* He 6b1710 NONY4YEHO AOCTATOYHO A0Ka3aTe/IbCTB B NOAAEPKKY NCMONb30BaHUA WwKanbl MEST-C

no OKkcdopackom KnaccuPpukaumm gna oLueHKMU HeobxoanmoCT MMMYHOCYNPECCUN Y
nayuneHTos c IgA-B-H

* Hannume nonynyHunit npmu 6uoncmm noyku camo no cebe He aBaserca
aBTOMaTUYECKUM NOKa3aHuUem Aana Hadyazsa MMMyHocynpeccum

* Co BCemMu naymeHTamu, y KOTOpPbIX PacCMaTPMBAETCA BO3SMOXHOCTb MMMYHOCYNPeccum,
cneayeT noapobHO 0bcyanTb PUCKM M NPEUMYLLECTBA KaXKA0ro npenapara, yKkasbiBas Ha To,
4yTo NOB6OoYHbIE 3PDEKTbI NeyeHna Hanbonee BepoATHbI Y naumeHToB ¢ pCKD <50 ma/MuH Ha
1,73 m?2

* Y Tex naumeHToB, KOTOpble XOTAT MCNPOoHOBaTb MMMYHOCYNPECCUBHYIO TEPANUIO, eYEHUNE
[MIIOKOKOPTUKOUAAMM NPOBOAUTCA TaK, KAk onNncaHo Bbiwe anda IgA-H
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MpakTnuecknia coset 2.8.1: IgA-B ¢ BINIH:

* [loTeHUManbHble PUCKMN U NPEUMYLLLECTBA UMMYHOCYNPECCUN A0NKHbI
OLUEHUBATbCA HAa MHANBUAYANIbHOM YPOBHE Y KaXXA0ro nauueHTta u obcyxpartbca
C NauMeHTOM

* [laumneHTbl, CorlacnBLLUMECA Ha NevyeHne, A0/IKHbl N1e4YUTbCA B COOTBETCTBUM C
pekomeHgaumamm gna AAB

* IgA-B c BININH, a Takke gpyrue sapunaHTbl IgA-B-H moryT 6bITb accoumMmMpoBaHbl €
Bblpa)XeHHbIMW BHENOYEYHbIMM NOPAXKEHUAMMU (Nerkux, XKenyaouHo-
KULLEYHOro TPaKTa U KOXKU), YTO MOKeT NoTpeboBaTb aNAbTEPHATUBHDbIX
cTpaTerMii MMmMmyHocynpeccum

* HepgocTtaTouHO AaHHbIX Ana onpeaenenma apdeKTUBHOCTU Nnasmadepesa npu IgA-B-H ¢
BMNIMH. OaHaKo B HEKOHTPO/IMPOBAHHbIX CEPUAX HabnoaeHNIM oNMcaHa NOTeHUMaNbHasA
ponb nob6aBneHUA N1azmaobmeHa K rMIOKOKOPTUKOMAHOM TepanmMn ANA YCKOPEHUA
apdeKTa NeveHma y NAUMEHTOB C }KU3HEYTPOXKAOLWMMMN UAN OPraH-yrPOXKaKOLWMMMU
BHEMOYEYHbIMU OCNOXKHEHUAMM IgA-B. KnnHnumnctam npegnaraetca obpantbca K
PyKkoBoacTBy AMepuKaHCKOro obuiectsa adpepesa KacaTelbHO peKoMeHaauum no
nnasmaobmeHy npu IgA-B
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B3rnap akcneptos B 2022 roay

Is There a Role for More Intense Immunosuppression in IgA Nephropathy?
Abraham W. Aron
KIDNEY360 3: 410-412, 2022. doi: https://doi.org/10.34067/KID.0000512022

KommeHTapun K nybaunkaumm Beck N, Walz G, Schneider J: Impact of cyclophosphamide and
glucocorticoid therapy in IgA nephropathy: A single-center retrospective analysis. Kidney360 3: 506—
515, 2022 https://doi.org/10.34067/KID.0006702021

Ha ocHOBaHMM NpeacTaBieHHbIX AaHHbIX Mbl HE MOXEeM CKa3aTb, YTo umnKknodpochamma cneagyet
NMOCTAaBUTb BO [/1aBY Yria Npu e4eHnn Bcex naumeHTos ¢ IgA-H. Cambii raBHbIA YPOK, KOTOPbIA Mbl
nssneknun us nccnegosaHma STOP-IgAN 3To TO, UTO 3HAUYUTENIbHYIO NONb3y MOXKET NPUHECTU
WHTEHCUBHOE NOAAEePrKUBAIOLLEE IeUEeHME C MOMOLLbIO AOCTYMHbIX U MeHEee TOKCUYHbIX
npenapartos. bonee Toro, nocneaHmne AaHHble NOKa3aau 3HaYynTeNbHble npenmyuiectsa MHIJIT2 y
naumeHToB c IgA-H, 1 3TO TaKKe NnoaaeprKMBaeT HallW NPeaCTaBAEHNA O TOM, YTO MMEIOTCH
BO3MOKHOCTU UCMNO/b30BaTb 60s1ee KenatenbHble NpPenapaThl 4O TOro, KaK CTaHEeT PacCMaTPUBATbLCH
MMMYHOCYNpeccus.

OAaHaKo, ecnm NaumueHTbl C BbICOKMM PUCKOM Ha OTBEUYAKOT Ha UHTEHCUBHOE NoAAeprKuBatoLlee
Nle4eHUe N Ha IMIOKOKOPTUKOMADI, KaK 3TO npeanaraetca B HegaBHUX PekomeHgauuax KDIGO,
AaHHble Uccneno0BaHUA NO3BONAIOT NpeAnosararb, YTO UCNOb30BaHUE UuKnopochammaa moxxer
6bITb NOTEHLMUANBbHO NONE3HbIM



B3rnapg akcneptos B 2022 roay
How | Treat IgA Nephropathy

Heather N. Reich and Jurgen Floege
CJASN 17: 1243-1246, 2022. doi: https://doi.org/10.2215/CIJN.02710322

NmeeTcs BarKHaA M NOKa He peasn3oBaHHaA NOTPebHOCTb B 6bonee apPeKTUBHbBIX M Be30NacHbIX METOAAX
NeyeHuns nporpeccmpyowen IgA Hepponatmn. HegaBHum AonosHEHUEM K NOALEPKUBAKOLLEN TEpannK cTan
AanarnndnosuH, KOTOpbiX 3aMeTHO 3amegnseTt nporpeccupoBaHume IgA-H. besonacHocTb coBMecTHOro
ncnonb3oBaHnsa MHIO/1T2 ¢ BbICOKMMM A03aMU KOPTUKOCTEPOUJ0B TPebyeT AaNbHENLLEro N3y4YeHusa, UMmes B
BMAY NOTEHLMANbHbIN PUCK KETOALMA03a N TPUOKOBBIX MOYENO00BbIX MHOEKLUMIN Y NALUMEHTOB C AnabeTom.
'mapokcnxnopoxmnH B aose 100—400 mr B 3aBUCUMOCTU OT CKD, TaKKe MOXKET CHUXKATb NPOTEUHYPUIO, HO
ANUTENbHbIE NPEMMYLLECTBA HE N3BECTHbI.

[Ba uccneposaHua 3-i1 pasbl OLEHUBAIOT BANAHNE KOMOUHUPOBaAHHOMW 6/10Kaabl peuenTopa
aHrMoTeH3MHa/3HA0TeNIMHa C NOMOLLbLIO cnapceHTaHa (uccnepgosaHue PROTECT) unu cenektusHou 610Kaabl
peuenTopa 3HAOTe/IMHA B AonosiHeHue K 6noKkaae PAC (uccheposaHue ALIGN). UcchepoBaHue 2-i ¢a3sbl, €
ncnoab3oBaHMem byacoHUAaa € TapreTHbIM BbiCBOOOXKAeHUEM NPoaEeMOHCTPUpPOBano ctabuamnsauymio pCKP
B TeUeHue ogHoro roga y naumeHToB c IgA-H; uccheposanue 3 ¢pasbl (NEFIGAN) npoaonkaerca.

Apyrue nccneposaHuma 3-n Gpasbl HanpaBieHbl Ha 610Kaay KOMNIEMEeHTa TapreTHbIMK NpenapaTtamu: MaHHO3-
CBSI3bIBAOLWMIM IEKTMHOBbLIN NYTb aKTMBaLUMK (NpenapaTt Hap3onammab; nccnegosaHne ARTEMIS,
naeHtudumkatop ClinicalTrials.gov: NCT03608033) unn anbtepHaTMBHbIM NyTb (MpenapaTt MNTakonaw,
nccneposaHmne APPLAUSE-IgAN, naeHtneumkatop ClinicalTrials.gov: NCT04578834)



B3rnapg skcneptos B 2023 roay

Glucocorticoids for IgA nephropathy—pro
Yue-Miao Zhang, Ji-Cheng Lv, Muh Geot Wong, Hong Zhang and Vlado Perkovic
Kidney International (2023) 103, 666—669; https://doi.org/10.1016/j.kint.2023.01.018

3aBepLlieHHble nccneaoBaHUA MIOKOKOPTUKONA0B ACHO NMPOAEMOHCTPUPOBAIN YTO 3TU NpenapaTbl COXPAHAIT PYHKLUIO NOYEK
M CHUXKAIOT PUCK NOYEYHON HEAZO0CTAaTOYHOCTU, U TAKUM 06pPa3oOM ABAAIOTCA BaXKHbIM UHCTPYMEHTOM AJ1A UL, C BbICOKUM
no4YevyHbIM PUCKOM. PaBHbiM 06pa3om Tenepb ACHO, YTO 3TA 3aLLUTa OCYLLECTBNAAETCA LLEeHOW PUCKA CePbe3HbIX MHPEKUUHA.
NUccneposarHumne TESTING npoaeMoHCTPUPOBANo, YTO CHUXKEHHbIE 403bl NTIOKOKOPTUKOUAO0B, UCMNO/Ib30BaHHbIE B 3TOM
nccneaoBaHMKM BblIM NO MEHbLUEN Mepe TaK *Ke 3PPEKTMBHDI, KaK NOMHAA 4033, HO C ropa3a0 MEHbLIMM PUCKOM CEPbE3HbIX
HeXenatesibHbIX ABNEHUN.

BO3MOXXHO 1 AanbHeNLee CHUXKEHME A03UPOBOK, N AaHHbIE, Kacatowmeca byaecoHmaa byayT B CBA3M C 3TUM OYEHb BaXKHbI.
OnTumanbHana JANTENBHOCTb JIeYeHUA OCTAETCA BaXKHbIM, U NMOKA He pa3peLlleHHbIM BONPocom, 601bLLUMHCTBO NPeMMyLLecTs 6-
M 12-HepaenbHbIX PEXXUMOB /Ie4eHUA NPOABAAETCA A0CTAaTOYHO PAHO, U He AACHO, NpuBeayT n 6onee NPoAO/MIKUTENbHDbIE
pPeXXnmbl Ie4eHUA K IY4LIUM OTAANNEHHbIM UCXOAaM.

ToT e BONpocC KacaeTcsa N annTtenbHblx 3GPeKToB NOTEHUNANbHO Bonee cneyndUYHbIX TAPreTHbIX UMMYHOMOAY/TMPYHOLLINX
MeTOA0B neyYeHuna. iccnenoBaHUA TapreTHbIX aHTU-B-KNeToYHbIX NpenapaTtoB U CPeACTB, BUAIOWMX HA KaCcKag, KOMMNJIEMEHTA, B
HacTosLLee BpeMs NPOAOIKAKTCA, U BbIrNAAAT MHOroobewamwmmmn. MNMpeactont onpeaenntb, byayT v 3TM NpenapaTtbl UMETb
TaKMe e NPenMyLLLEeCTBA NPU MeHbLUEM pPUCKe NOBOYHbIX 3PPEKTOB.

Mbl B pa3rape 30/10TOro BeKa NoJlydeHMs A0KA3aTeNbCTB MO NoBoAay sieveHuna IgA-H. UmetoTca BO3MOXKHOCTM NoaaepKuBatoLen
Tepanuu, onpeaeneHHo no3BoasALLIME 3aWMLLLATbL NOYKK (KOoHTponb Al, nHrMbutopsl PAC 1 HIJIT2), Apyrve noka Usy4yatoTcs
(aHTaroHucTbl aHAOTENNHA).

ONA rIOKOKOPTUKOUA,0B Mbl TaK}Ke UMeeM A0Ka3aHHble NpenmyLL,ecTBa B OTHOLWEeHUM 3awuTbl noyek, 'KC Bo3aeincTByloT Ha
natoreHes u cTano 6biTb, MOryT n Ao0/KHbI 6bITb NpeaNoXKeHbl NaumneHTam ¢ IgA-H n puckom nporpeccMposaHus.
MHoroobewatwowmmm asnatotca bonee cneunduUyHblie U TEM CaMbiM NOTEHUMANbHO Bonee 6e3onacHbie MUMMYHOMOAYATOPbI, HO
5TO NOKa He A0Ka3aHo, pe3ynbTaTbl HECKOIbKMX NPOBOAMMbIX UCCAEeA0BaHUN OXUNAOTCA C HONbLUIMM MHTEPECOM.
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First do no harm: systemic glucocorticoids should not be used for the treatment of progressive IgA

nephropathy
Chee Kay Cheung and Jonathan Barratt
Kidney International (2023) 103, 669—-673; https://doi.org/10.1016/j.kint.2022.05.034

B HacToAwwee BpemA pa3paboTaHO MHOXKECTBO NPeNapaToB, HAaNpPaB/lEHHbIX HA Pa3/IMYHble 3BEHbA NaToreHesa IgA-
H, BKAtoYas moaynatopbl U UHTIMOUTOPbI MMMYHHOM CUCTEMBI CIM3UCTbIX 060104EK, CUTHANIBHOTO NYTW peLenTopa
3HAOTE/INHA, UMTOKMHOB, CBA3AHHbIE C BbI)KMBAEMOCTbIO B-KNETOK, M aKTUBALMKM KOMMNJEMEHTA

17 pekabpsa 2021 FDA odpuumanbHo ogo6puno HedekoH (Tarpeyo) — Kancynbi ¢ 3ameaNeHHbIM BbICBOOOXKAEHUEM
byaecoHupa aNA CHUXKEHUA NPOTEUHYPUN Y B3POC/bIX NaumeHToB ¢ IgA-H u puckom bbicTporo
nporpeccuposaHusa 3abonesaHmaA. ITOT Npenapar Nepsbik, cneyuanbHo o406peHHbIN ana nevyeHus IgAN.

Papg apyrmx npenapaTtosB BeposaTHO byaet ogobpeH B banrkanwme rogbl. 3aaska Ha ogobpeHune FDA bbina nogaHa B
mapTe 2022 roga Ha npenapar cnapceHTaH gaa nedeHus IgA-H. Kpome Toro, nHrmbumutopsl HI/1T2 oaobpeHbl BO
MHOIMX CTPaHax AnAa ncnosb3osaHua npu XbI1, Bknoyaa u naumeHTos ¢ IgA-H.

MpuHMMman BO BHMMaHue obuiee HanpasaeHune usberatb Npu rMomepynsapHbIX 3aboneBaHMAX nevyeHns
IMIOKOKOPTUKOMAAMMU B CBA3U C UX NPU3HAHHbBIM BbICOKO-TOKCUUYHbIM Npodunem, Heg0CTaTOK J0KA3aTeNbCTB B
nonb3y 61aronpUATHOrO M YCTOMYMBOIO COOTHOLUEHUA PUCK-NoAb3a npu IgA-H, n 6onbluimm KonnuecTtsom
MHoroob6ewatoLwmx pa3paboTaHHbIX HOBbIX NPENapPaToB, Mbl A0/IXKHbI B HACTOALLLEe BPEeMA COCPeA0TOUUTb HaLle
BHMMaHMeE Ha Pa3BUTUU HOBbIX METOA0B siedeHus, cneunduueckn HanpaB/IEHHbIX HA NATOreHes3 3Toro
3abonesaHuA. HuKorga ewe y Hepponoros n NaLMEHTOB He HbI1I0 cToNb 61aroNPUATHOIrO BPEMEHM A8 y4acTUA B
XOPOLLO CNNAHNPOBAHHbIX KIMHUYECKUX NCCNeA0BaHMNAX ANS NONAyYeHNA TBEpAON A0Ka3aTeNbHOM 6a3bl
6e3onacHoro n apdekTnBHoro neyeHmna IgA-H.
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IgA nephropathy and
glucocorticoids—a limbo dance?
Brad H. Rovin

Kidney International (2023) 103, 673;
https://doi.org/10.1016/j.kint.2023.01.017




B sTom Homepe Kidney International npeacTaBieHbl aprymeHTbl 3@ M NPOTMB UCMOAb30BaHUA CUCTEMHbIX ITFOKOKOPTUKOMAO0B B /IeHEHUMN
IgA HedponaTnm c BEPOATHOCTbIO NPOrPeccMpoBaHUA.

Ncnonb3oBaHMe nmmyHomoaynatopos npu IgA-H nmeet cmbicn. UMMyHHasa cuctema, 0CO6eHHO MMMYHHAA CUCTEMA CM3UCTbIX 060104eK,
BOB/IeYeHa B natoreHes 3aboneBaHma. IMMyHHble 4eM03UTbl HAKANAMBAKOTCA B ME€3aHTNU, N ONPEeLENEHHO aKTUBUPYIOT
MMMYHOBOCNANNTENbHbIE MEXAaHM3MbI, BK/IKOYAA KOMMJIEMEHT, UTO BEAET K NOBPEKAEHUIO NOYEK, Nocneayowemy obpasoaHuto pybuos u
4aCTO — K NPOrpeccupoBaHUIO XPOHNYECKOro NoBpexaeHnA. B pamKax 3TOro mexaHUCTUYeCKoro npeacrasneHus, xota IgA-H onpegeneHHo
ABNAETCA UMMYHHbIM 3ab01eBaHMEM, HO He NpeacTaBaseTca 0ocobeHHO BOCNaAnUTeNbHbIM 3aboneBaHmem.

Zhang v coaBTOpbl NpeacTaBnAloT Beckme aprymeHTbl, 4To FKC adpdpekTuBHbl npu IgA-H. FTKC asasaoTca MMMYyHOMOAYAATOPAMM, A B
BbICOKUX A03ax 06/1a4al0T NpoTMBOBOCNAZINTE/IbHbIMU CBOMCTBAMM, HO Npu 3a6oneBaHUU, KOTOPOe ABAAETCA «CNabo- M ymepeHHo-
BOCnanuTtesbHbiM» BbicOKMe o03bl TKC moryTt He TpeboBatbca. B camom gene, uccnegosaHue TESTING nokasano, UTo HU3KMe A03bl
npeaHu30/10Ha 6blIn TaK e 3¢ PeKTUBHbDI, KaK BbICOKUE.

Ho Cheung v Barratt Bo3paatoT, 4To Aa*ke ymepeHHble A03bl cuctemHbix FKC gatoT noboyHble 3pdeKTbl, XOTA U MeHee BbipaXKeHHbIe, YeM
3TO CBOMCTBEHHO BbICOKMM Ai03am. bonee Toro, oHM cnpaBeAMBO YKa3biBatoT, uto IgA-H xpoHuueckoe 3abonesaHue, c BeCcbma
BEPOATHbIM YCU/IEHUEM KaKTUBHOCTU» NOC/E NpeKpaweHua Tepanun cuctemHbimu FKC. MoBTOpHbIE KypCbl AKX NPOAO/IKUTENIbHOE
MCNO/b30BaHUE JarKe YMepeHHbIX 403 cuctemHbix FKC HexkenartenbHo.

Bblno nokasaHo, Yto HedeKkoH, cneunanbHana KMweyHo-pacTBopmmas popma byaecoHnaa, apdpektmseH npu IgA-H. NMpumeHeHmne
HedbekoHa NpMBOAUT K O4EHb HU3KOMY CMCTEMHOMY Bo3aencTeuto NKC, noctynmnpyetca YTo OH paboTaeT B OCHOBHOM MECTHO, Ha YPOBHe
MMMYHHOWM CUCTEMbI KMULLEYHMKA - HA PaHHUX 3Tanax natoreHesa IgA-H. Mpu muHMUManNbHbIX cucTtemMHbix adpdekTax 'KC, moxKHO cebe
NPeACcTaBUTb, YTO €C/In ANA KOHTponsa Hag IgA-H noTpebytoTcs NoBTOpHbIE KypCbl nedeHns, HedpekoH ByaeT XopoLo NepeHoCMMbIM
npenapaTtom.

HecmoTpa Ha Bce npoTuBOpeEUUsA, yY4aCTHUKKU AebaToB cOrnacHbl C TemM, YTO Heo6Xo4uM XONUCTUUECKUA noaxopa K BeaeHuto IgA-H,
HanpaB/IeHHbIA HA NaToreHes, BocnasneHue, Gubpo3; YTO pAL, NPOAOCIKAIOLMXCA UCCNe[0BaHMIA U3yYaeT BO3MOXKHOCTU BO3AeiCcTBUA
6e3 npumeHeHusa cuctemubix FKC; n 4To npumeHeHUe HanBO3MOXKHO HU3KUX A03 MKC ABNAETCA KPUTUUECKU BaXKHOI Lenblo.



B pekabpe 2022 roga 6bin1a noaaHa 3aaBKa, B ¢peBpane 2023 roga npenapart cnapceHTaH oaobpeH FDA

& TRAVERE

THERWREWTHECS

Travere Therapeutics Announces FDA Accelerated Approval of FILSPARI™ {sparsentan), the First
and Only Non-immunosuppressive Therapy for the Reduction of Proteinuria in IgA Nephropathy

February 17, 2023
First single molecule Dual Endothelin Angiotensin Recaptor Antagonist (DEARA) approved for use in patients with
kA nephropathy (IgAN)

Imterim results from the ongoing Phase 3 PROTECT head-to-head trial demonstrated a rapid, sustaimed and chnically meaningful reduction in
profeinuna vs. active control, irbesartan
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Effectiveness of Mycophenolate Mofetil Among Patients With Progressive IgA Nephropathy: A

Randomized Clinical Trial
JAMA Netw Open. 2023;6(2):e2254054. doi:10.1001/jamanetworkopen.2022.54054

ok Open.

POPULATION
94 Males, 76 Females

Patients with immunoglobin A (IgA)
nephropathy with proteinuria 20.75 g/d

Mean age, 36.6 y

SETTINGS / LOCATIONS

1Kidney center
I ﬁ I inChina
[

INTERVENTION
170 Patients randomized

USUAL
CARE

v

85 Supportivecare (SC) 85 Mycophenolate
group mofetil (MMF) and SC
Blockade of renin-angiotensin ~ SC with oral MMF at 1.5 g/d for
system with losartan, blood 12 mo, then 0.75 to 1.0 g/d for
pressure control, lifestyle >6 mo

change, and statin as needed

PRIMARY OUTCOME

A composite of doubling of serum creatinine, end-stage kidney
disease (dialysis, transplant, kidney failure without kidney
replacement therapy), or death due to kidney or cardiovascular
cause, and progression of chronic kidney disease (CKD)

RCT: Effectiveness of Mycophenolate Mofetil Among Patients With Progressive IgA Nephropathy

FINDINGS

Addition of MMF to SC, compared with SC alone, significantly reduced the
risk of the primary composite outcome and delayed the progression of CKD

Log-rank P =.008
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Composite kidney outcome,

MMF group vs SCgroup:

71% vs 21.2%

aHR, 0.23; 95% Cl, 0.09-0.63; P<.001
Progression of CKD, MMF group vs SC group:
8.2% vs 27.1%

aHR, 0.23; 95% Cl, 0.10-0.57; P<.001

Hou FF, Xie D, Wang J, et al; MAIN Trial Investigators. Effectiveness of mycophenolate mofetil among patients with progressive IgA nephropathy: a randomized clinical trial.
JAMA Netw Open. 2023;6(2):e2254054. doi:10.1001/jamanetworkopen.2022.54054

©AMA

Nob6asneHne MM® K
CTaHAapTYy IeYeHusn
No CpaBHEHUIO
TONIbKO CO
CTaHAAPTHbIM
Nie4yeHuem
3HaYUTENIbHO
CHUXXaNo PUCK
nepBUYHOro
KOMMNO3UTHOTO
ucxopa (yaBoeHue
CKp, noyeyHan
HeA0CTaTOYHOCTD,
CMepPTb OT NOYEYHbIX
WNKN cepaeydHo-
COCYAUCTbIX NPUYUH,
U nporpeccupoBaHue
XBM) u 3amepgnano
nporpeccMposaHue
XbMN




Nonimmunosuppressive
agents

* ACEIi/ARB
* Endothelin antagonists
« SGLT2i

IgA |
nephn%pathy q P
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Prognosis of IgA Nephropathy: A Lifetime Story.

Joyita Bharati and Kenar D. Jhaveri
CJASN 18:, 2023. doi: https://doi.org/10.2215/CJN.0000000000000171

Watchful waiting and later
initiation of therapy

Declining
kidney
function /.7

Immediate initiation of therapy

3§

Disease-modifying agents

» Corticosteroids

» Declining

kidney

function
A

Stricter targets Z
during follow-up

v/ proteinuria

(<0.5 g/day)

v eGFR slope

(s1 ml/min per 1.73 m?)

» Budesonide

* MMF Bbibop HoBOro, 6onee arpeccMBHOro noaxoaa, a He

« Complement inhibition*
* APRIL inhibition*

obuwenpuHaToro anbepanbHoro noaxoaa K neveHuto IgA

- Others (ongoing clinical | HeponaTUu, MOXeT NOMoUb U3b6erXKaTb pa3BUTUA
trials) NoYeyHOM HeAO0CTaTOUHOCTU B TeHEeHUE KU3HU NaumneHTa (c

y4yeTom ee 0XKMaaemoin NPoaoKUTENBHOCTH)
*HDOBOAHTCH KINHN4YeCKne nccneaoBaHma, npenapartol ewe He OAO6peHbI




Taking a Deep Dive into the Pathophysiology Exploring the APRIL Pathways in IgA
of IgA Nephropathy Nephropathy

LEARN
PLAY READ SAVE MORE PLAY READ SAVE MORE
Jonathan Barratt, PhD, FRCP Jonathan Barratt, PhD, FRCP
« The fundamental abnormality of immunoglobulin A nephropathy « The role of APRIL, a cytokine, in the pathophysiology of

(IgAN) immunoglobin A nephropathy (IgAN)

« How IgA deposits trigger upregulation of the endothelin cascade and » Research that shows how changes in the genetics of the APRIL
activation of endothelin receptors system are related to an increased risk of developing IgAN

» How activation of the endothelin receptors leads to progressive loss « Why targeting APRIL signaling may be a clear therapeutic choice

of kidney function in patients with IgAN IgAN management



PeanbHaa KAMHUYeECKanA NPaKTUKa

Maument 2000 r.p.

[o 14 net cBeageHW O NaTO/IOTUM B aHA/IM3aX MOYM HET, OTEKU, MaKporemaTyputo oTpuuaet

B 2014r BblABNEH N30IMPOBAHHbIN MOYEBOWN CUHAPOM

B 2015r npoTtenHypus 5 r/n, 6e3 otekos, A 150/100 mm pT. cT.

Tepanus npeaHnsonoHom 1 mr/Kr/cyTkm — 6e3 apdeKkra

B 2015r BbinosiHeHa 6uoncma noykn Nel — IgA HedponaTua ¢ KapTuHon MeslIH u BTopuyHbIM OCIC; B
NHTEPCTULNM MAcCUBHble o4arn pubposa, npm 3IM — pacnnactbiBaHME MablX OTPOCTKOB NOAOLUTOB.

Tepanus mnkodpeHonatom HaTpua 1440 mr/cyTKu B TeyeHue 2 neT, npotenHypus 2,0-5,0r/cyTku, obimin 6enok
52r/n

B 2017r mMKodeHoNaT HaTpUA OTMEHEH, Ha3HadeH LuKknocnopuH A 200 mr/cyTKku, NpoTenHypus Yyepes 6 mecsLes
1,0 r/cyTKM, KpeaTUHUH Kposu 111mKmonb/n

Tepanus unknocnopmHom A B TeyeHume 2 net B A03e 150-100 mr/cyTKM, KOHLEHTPaLMA HUXKe LeneBoro AnanasoHa
B 2019r npoTenHypus 2,5 r/cyTkun, KpeaTuHnH 105mKmonb/n, obwmin 6enok 57r/n, KoHueHTpauma LicA CO 71 nr/mn.
B 2019r BbinonHeHa 6moncmna noyvku Ne2 - IgA HepponaTtua ¢ KaptmHon MeslIH n sBTopuuHbim OCIC, UPTA 15%
Ha3sHaueHbl MHrIMbuTopbl PAC B MaKCMManbHO NEPEHOCUMOM A03e, PEKOMEHA0BAHO CHUXKeHMe A03bl LIcA oo
NOJIHOW OTMEHDI

B 2020r npoTtenHypus 0,9r/cyTkn, obwmin 6enok 73 r/n, KpeaTuHUH 112MKmonb/n

2021-2022 —KpeaTUHUH KpoBu 159-151-134-122-172 mkmonb/n, c anpensa 2022r kK Tepanun gobasneH
Aanarnndao3nH

Mai1 2023r. — npotenHypua 2,7r/n, KpeaTuHUH 210 mKmonb/n, obwmii 6enok 62r/n

Pe3slome: 9 neT c MomeHTa BbiiBNeHUA 3aboneBaHusa, 5 ner ummyHocynpeccum, 3 roaa MaKCMMabHOM
nogaepxusatueit tepanum, utor — XbIn C36 cragum y naumeHra 23 ner



TAHUYEM JIMMBO?

CNACUBO 3A BHUMAHME!
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