LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

FnomepynsapHblie 60n1€e3HU: UMMYHOr106ynnH A-HepponaTusa

KnuHnueckune pekomeHdaumn MuHsapasa Poccuu - B3pocnble, AeTH - pefakums 2024 ., ctatyc «[pumeHsaeTcsa» Ha 04.11.2026 - MKB-10:
NOO.1, NOO.3, NOO.4, NOO.7, NOO.8, NO1.1, NO1.3, NO1.4 - Coto3 neamaTpoB Poccuun, TBopyeckoe obbeanHeHe OeTCKUX HePpOIoros,
HauwvoHanbHasa Accoumaumns Hedponoros

IgA-HedponaTus (IgAN) — XPOHUYECKOE MMMYHHOE NMOopaxeHWe KyBoUKOB NMOYEK C OTNOXEHUEM UMMYHHbIX
KOMM/IEKCOB, CoAepXaLLmx abeppaHTHbIV IgA. PekoMeHdaLmMs onncbiBaeT NOATBEPXAEHNE AMarHo3a buoncuen,
NCKITIOYEHNE BTOPUYHBIX MPUYMH, OLLEHKY PUCKa NMPOrpeccnpoBaHna U nedeHne B3pOCbiX 1 AeTel.

FnaBHOe

 [InarHo3 IgAN Henb3st HaEeXHO YCTaHOBUTL 63 MOPdOIOrnyeckoro nccneoBaHus NoYKK; AMarHOCTUYECKN
3HaYMMbl JOMUHUPYIOLLIME UM KOOOMUHMPYIOLLME roMepynsapHble Aeno3unTbl IgA. YYP A, YOO 2.

« [pn noaTeepxaeHHoOM IgAN HEOBXOAMMO NCKaTb BTOPUYHbIE MPUYMHbI: 3a60NEBaHMA MeYEHU U KULLIEYHWKA,
NMHbEKLLMW, ay TOUMMYHHbIE BONE3HWU, XPOHNYECKOE BOCTANEHNE CNN3NCTbIX Y OMYXONW; NePBUYHbIV BapUaHT
yCTaHaBnu1BatoT nocne ux ucknovenuns. YYP C, YOO 5.

* Y B3pOC/bIX NpoTenHypus > 0,5 r/cyT — nokasaHue K neverwuio MAMN® unn bBPA. YYP A, YOO 1.

+ PUCK nporpeccrpoBaHmns y B3POCHIbIX OLLEHWBAIOT MO MPOTENHYPUM, FreMaTypum, OaHHbIM BUONCUN 1 KanbKynaTopy
IgAN; p1ck 3a 5 neT >11% cuMTaloT BbICOKMM. [pu NPOTEnHYpUK >1r/CyT, remMaTypum 1 Npu3aHakax akTMBHOIO
BOCManeHus obbl4HO onpaBaaHa UMMYHOCYNPECCUSI.

* Y B3pOCIbIX C BLICOKMM PUCKOM NPOrpeCccMpoBaHnst NepBOV MUHUEN UMMYHOCYNPECCHU CyXaT MIOKOKOPTUKOMABI;
PYTUHHOE foBaBneHve Opyrmx MMMYHOCYNPECCUBHbIX NPenapaToB He pekoMeHayeTcs. Mpu
BbICTPONPOrpeccupyoLiemM HePpUTUHECKOM CUHOPOME MPUMEHSAIOT KOMBMHALLMIO MIOKOKOPTUKOWAO0B U
umknogpochammaa.

« Y fleTen U3onnpoBaHHas MUKporemMaTypusa 6e3 Npr3HakoB pUcKa NporpeccupoBaHns He TpebyeT Py TUHHbBIX
CTEPOVAOB N APYron MUMMYHOCYMNPECCUN, HO HYXXAAETCHA B perynapHOM HabmoaeHnu.

OunarHocTuka

1. 3anono3puthb IgAN cregyeT Npu CTONMKOW NPOTEUHYPUN U/UN FreMaTypun, peLansax MakporeMaTypumn, OCOBEHHO
BO3HMKalOLLEW BO BpeMs MHDEKUMM BEPXHUX OblXaTeNbHbIX MyTewn. Y AeTen XapakTepHa «CUHPapUHIUTHasg»
MaKkporemaTypus.

2. MNoATBEPAUTE MOYEUHOE NOopPaxXeHWe: ONPeAenUTb CyTOUHYIO MPOTENHYPUIO, BbINOMHWUTb MUKPOCKOMMIO 0CaaKa
MOUY C MOMCKOM AUCMOPGOHbBIX 3PUTPOLLUTOB M 3PUTPOLUTAPHBIX LMIMHAPOB, OLEHUTb KpeaTuHUH 1 CK®. Y
B3POC/bIX CYy TOUYHYO MPOTENHYPUIO M OCaA0K MOUM NMPpW HabMoAeHUN UCCNENYIOT He pexe 2 pa3 B rof; nocne
Hauana neyeHus B NnepBble 6 MECSLLEB NPOTENHYPUIO OLLEHMBAIOT HE peXe OHOro pa3sa B 2 MecsiLia.

3. nga nepsnyHor IgAN OPUEHTUPYIOTCA Ha FreMaTypuio, COXPaHSAIOLLYIOCA 2-3 HeAenu Kak MUHUMYM B ABYX 06pa3Luax
MOUM C MHTEpBarnoMm 1-2 Heflenu, B COYETaHUM C OTHOLIEHNEM anbbyMuH/KpeaTuHH = 0,2 Mr/Mr nnm 20 Mr/MMOnb;
TakXe y4MTbIBAKOT MOCTOAHHYIO UV PELMAMBUPYIOLLYIO MaKporemMaTypuio Npu MHPEKLLMN BEPXHUX ObIXxaTeNbHbIX
nyTen n HopManbHbIn C3.

4. VickniounTb BTOPUYHYIO IGAN 1 Apyrve npuynHbl remMaTtypun: IgA-BackynnT, 60Ne3Hn neveHu, BUPYCHbIE U
KuweyHble 3a60MeBaHns, CUCTEMHbIE 8y TOUMMYHHbIE 60NE3HW, MOCTUHPEKLIMOHHBIV FMOMEPYNOHEDPUT, MHDEKLMK
MOUYEBBIX MyTEW, KaMHW, TUNepKasnbLMypUio U FMNOLMTPaTYPHIO.

5. BINONHUTBL BMONCKIO MOYKM NOA YNbTPa3BYKOBbIM KOHTPOMEM NPWY OTCYTCTBUM NPOTUBOMNOKa3aHu. B buontarte
UMMYHOIMCTOXMMUYECKM onpeaensioT Aeno3utbl IgA, IgM, IgG, C3, C1q v nerkux uenem MMMyHOr106yMHOB;
AMarHo3 noAaepXunBaoT JOMUHUPYIOLLME 1T KOOOMUHMPYOLWMe aeno3uTsl IgA. YYP A, YOO 2.

6. B 3akmoueHun buoncum otpaxator MEST-C: MO/M1, EO/ET, SO/S1, TO-T2 1 CO-C2. Y neTen 6MONCUo BbINMOMHAOT
nocne UCKIUYEHNA OCTPOro NOCTUHPEKLIMOHHOMO rOMepynoHedpuTa; Mpu CEMENHOM reMaTypun U OTCYTCTBUM
OTBETa Ha afleKBaTHOE NneyveHne JOMONHUTENbHO HAMPaBNAOT K FreHETUKY.

INeueHue

« [MauneHTam ¢ IgAN NpoBOAAT HEUMMYHOCYMPECCUBHYIO PEHOMPOTEKTUBHYIO TEPANMIO MO NoKa3aHWAM 1 B OB6beMe
pekoMeHgaumit no XBI. Y B3pocnbix npu npotenHypun >0,5 r/cyT HasHavatoT MAT® nnv BPA; y aeten npu
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npoTenHypun >0,2 r/cyT nnm oTHOLWEHUM anbbyMuH/KpeaTuHuH 200 Mr/r — ATI® nnn BPA B MakCUManbsHO
nepeHoCcMMoun fo3e.

Y peten ¢ npoTenHypuen >0,2 r/cyT orpaHUYMBaloT NOBapeHHYO COMb 00 MeHee 3-5 r/CcyT, ONTUMU3NPYIOT ONETY U
NOAAEPXMBAIOT PU3NYECKYIO aKTUBHOCTb. LieneBas npoTenHypus — otcyTcTeune unm <200 Mr/cyT, uenesoe
cUcTonMyeckoe aasneHne — Hke 90-ro NpoLEeHTUNSA ANA BO3pacTa, nona u pocTa.

Y B3pOCbIX € nepBuyHOM IGAN 1 mpoTenHypuen >1r/CyT, COXpaHSoLWeNCcs HECMOTPSA Ha adeKBaTHYIO
PEHOMNPOTEKLMIO, MPK OTCYTCTBMM BLICTPONPOrPEeCCHPYIOLWEro HePPUTUUECKOrO CUMHAPOMa MOXHO HasHauNTb
rMOPOKCUXTOPOXUH Ha 6 MecsiLeB: 200 Mr 2 pa3a B fieHb npu pCKO >60, 100 Mr 3 pa3a B aeHb npy pCKO 45-60 1
100 Mr 2 pa3a B AieHb Nput pCK® 30-45 Mn/MUH/,73 M2; npu CHxXeHWn pCK® 6onee veM Ha 25% mnn o <30 nosy
cHwxatoT 0o 100 mr/cyT. YYP B, YOO 1.

[MpW BbICOKOM PUCKE MPOrpeccupoBaHns y B3POCTIbIX Ha3HayaloT NpeaHn3010H BHYTPb 0,4-0,6 Mr/kr/cyT,
MaKCUMyM 40 Mr/cyT, 2-8 Hefierb, 3aTeM CHUXAIOT CYTOUHYIO 103y Ha 209 exeMeCAYHO B TeueHWe 4 MeCcsLLEB C
OTMEHOW K 6-My MecsaLy. [Npu aKTUBHbIX TMCTONOMMYECKUX U3MEHEHUAX MHAMBUOYaNbHO OOMYCTUM BHY TPUBEHHbIN
MeTunnpeaHn3onoH 250-1000 mr B TeueHwne 3 aHen. YYP A, YOO 1.

[pu BBICOKOM PUCKE MPOrpeccupoBaHns y OTAENbHbIX B3POCbIX AOMYCTUMa KOMOUHALMS MIOKOKOPTUKOULOB C
MUKOpeHonata MopeTUnom: MHAYKUMA 1,5-2 r/cyT fo 6 Mecdues, noaaepxusatowasa tepanua 0,75-1r/cyT o 6-18
MecsLeB. 3TO He pyTUHHadA cxema 1 TpebyeT oTéopa NaLMeHToB M NpodunakTukn ocnoxHeHunn. YYP A, YOO 1.

[Mpw BbICTPONPOrpeccHpyoLeM HeGPUTUUECKOM CUHAPOME Y B3POCTIbIX C BbiPaXeHHOW nponudepaumet n/mmnm
NONYNYHUAMU NPUMEHSIIOT MIOKOKOPTUKOMObI B COMETaHUN C LMKNOGochamMnaoM; neveHmne LenecoobpasHo
HauMHaTb C BHYTPUBEHHOIO MeTunnpeaHu3onoHa 250-1000 Mr B TeueHve 3 aHen. YYP B, YOO 2.

Y OeTen Npy COXPaHAOLLENCSA 3HaUMMON MPOTENHYPUU UMY BKTUBHBIX M3MeHEeHNSAX MEST-C MOXHO NPoOBOANTL
KYPC rMOKOKOPTUKONOO0B 4-6 MecALeB: MPedHU30/0H 2 Mr/Kr/cyT, MakcnuMmym 60 Mr/cyT, He bonee 4 Hefenb, 3aTeM
nepexon Ha anbTEPHUPYIOLLMIM PEXUM C MOCTENEHHOM OTMeHOM Yepes 5-6 MecsLEeB. [1py BLICOKOM pucke
LOMYCTUM NyNbC METUNNPeaHn3onoHa 15 Mr/kr/cyT, Makcumym 500 Mr/cyT, 3 nocrnenoBaTebHbIX OHS.

Mpv NnaHMpyemMomn UMMYHOCYMPECCHUM Y B3POCTIbIX MPOBOAAT BaKLIMHALMIO MHAKTMBMPOBaHHbLIMU BaKLIMHaMM
NPOTMB MHEBMOKOKKa U reMOPUNbHOW MNanouku, NPoPunakTuKy MHGEKLMIM, OCTEONOPO3a 1 MOPaXEHUs Xenyqo4Ho-
K1LWEYHOro TpakTa. [1py OTCYTCTBUM MPOTUBOMOKa3aHWM BbIMOMHAKT TOH3UNN3KTOMUIO O UK Cpasy nocne
WHOYKUMOHHOW Tepanuu riokokopTukonaamu. YYP A, YO 2.

Koraa HanpaBuUTb U Kak HabnoaaTb
+ HanpasnaTb K Hedponory cneayeT NauneHTOB CO CTOUKOW NPOTENHYpUen u/nunu remaTtypuein nnéo peumansamm
MaKporemaTypum Ana Crneumanm3npoBaHHON OMarHOCTUKM.

« OKCTpeHHasa rocnuTanuaaumns HyxHa npu ONMM: anypes < 0,5 Mn/kr/y 6onee 6 Yacos, POCT KpeaTuHWHa >50% 3a 7
OHEN UNun Ha > 26 MKMO-b/N 3a 48 4acoB; Takxe Nnpu 0CTPOM HebpUTUYECKOM CUHOPOME, BbICTPOM CHUMXEHWK CKO,
TSXENbIX BOAHO-3NEKTPONUTHBIX HApPYLLEHWUSX, aLMO03€e, HEKOHTPONMPYEMOW rMnepruapaTaumm nnm
PE3NUCTEHTHOW rMNEePTEH3NN.

+ MnaHoBas rocnuTan13aLms nokasaHa Aans nepBUYHON AMarHOCTUKK, BbINMONHEHUS GUOMNCUM UMW APYIUX TPEBYIOLWMX
CTalMoHapa UCCneoBaHuWii, Npy HapacTaHUU NPOTENHYPUKU/reMaTypum, BiepBble BbiSBNEHHOM HEDPOTUYECKOM
CMHOpPOME, NPOoBeAEHNN MMMYHOCYNPeCccum, 6epeMeHHOCTUN U NOArOTOBKE ANaNM3HOro 4oCTyna.

« MNpu pedppaxTepHOCTH K MATIO/BPA, rMOKOKOPTUKONOEAM UM UMMYHOCYMPEeCCcUn pebeHka HanpasnsioT B
denepasbHbIv LLEHTP 18 ONTUMU3aLLMK NTeYeHNA B0 BKINIOYEHUS B KITMHUYECKME UCCefoBaHNs.

YacTble BOMNPOChHI

MoxHo nn yctaHoBuUTb IgAN 6e3 6uoncum noukn?

HeT. OcHoBOM NoATBEpXAEHWS AMarHo3a ABNgeTca 61Moncus C NaTonoro-aHaTOMUYECKUM U
UMMYHOTMCTOXUMUYECKUM UCCNEA0BaHMNEM; HAOEXHBIM KPUTEPUEM CUMTAIOT AOMUHUPYIOLLME UM KOAOMUHUPYIOLLIME
[enosnTbl IgA.

Korpa B3pocnomy naumeHTty ¢ IgAN HasHayaTb MATI® nunu BPA?

Mpu npoTenHypun 6onee 0,5 r/cyT. Lienb — CHU3UTb MPOTENHYPUIO U 3aMEANUTL NPOorpeccupoBaHue 6onesHn. YYP A,
yonon.

Korpna B3pocnoMy naumeHTY HYXHbl FTIOKOKOPTUKOUAbI?
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Mpu nepsryHOM IGAN C BbICOKMM PUCKOM MPOrPeCcCcHpoBaHns: NPy NPOTENHYPUK >1r/CyT B COYETaHUM C reMaTypuei n
BEPOSATHOCTLIO 50%-HOro cHuxeHna pCKO unun TIMH > 1196 n/vnn akTmBHbIMU n3mMeHeHnamm M1, E1, C1-2, nnbo npu
COXpaHeHUM NPoTenHypur >1r/CyT B COMETaHUN C reMaTypuen nocne 3 MecsLEeB aAeKkBaTHOM PEHONPOTEKLMM, ECIU
HeT BbICTPONPOrpeccHpyoLLEero HePPUTUUYECKOrO CUHOPOMA.

Hy>Ha nv uMMyHocynpeccus pe6eHKy ToNbKo C MUKporeMaTypuei?
PYTWHHO HET, €CII1 MaKkporeMaTypus UcYe3na, HeT NPU3HaKOB PYUCKa MPOrPeCCUPOBaHKS 1 0GECTIEUEHO PerynspHOe

HabnogeHne. Heo6XxoAMMOCTb NeYeHNs MEHAETCSH MPY 3HAaUMMOM UMM COXPaHSIOLLENCSH NPOTENHYPUN, CHUXEHWN CKD
N aKTUBHbIX MOPHONOrNUYECKNX N3MEHEHUSIX.

Kakue npusHaku TpebytoT CpoYHOM rocnuTanmsaumm?
Or1rl, éeicTpoe cHmxeHne CKD nnm pocT KpeaTuHWHA, OCTPbIN HEPPUTUHECKNIA CUHOPOM, THXESble HapyLIeHUs Kanua/

HaTPUA Y KUCTOTHO-OCHOBHOIO COCTOSIHWUS, HEKOHTPONMPyeMas rmnepruapaTaums, pe3ncTeHTHas K ambynaTtopHoMy
NeYeHuno apTepuanbHasa rmnepTeH3ns unu srnepsble BoigBneHHas CK® <30 Mn/MuH/1,73 M2,

BbIXu1MKa caenaHa no TeKCTy pekoMeHaaLUmmn U He 3aMeHseT ero. MonHbI odULManbHbI TEKCT, KabKyNATOPbI 1 COKPaLLEéHHaa BepCusa:
https://wkonaceyeHosa.pd/cr/894-glomerulyarnye-bolezni-immunoglobulin-a-nefropatiya. OpuumanbHbi ICTOUHMK: https://
cr.minzdrav.gov.ru/preview-cr/894_1
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