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PEDEPAT

Mo numnumatmee KDIGO (Kidney Disease: Improving Global Outcomes) B Hos6pe 2017 roaa 6bin1a opraHmaoBaHa KOHDepeH-
LIS MO CMOPHbLIM BOMPOCaM B OTHOLLEHUW IMOMepPYNSpHbIX 6one3Heli. B pokyce koHdepeHummn Bbn KIMHNYECKNE PEKOMEH-
paumm KDIGO 2012 roga v HOBbI B3rNa4, HA HOMEHKIATYPY, NaTOreHes, ANarHoCTUKY U IeHeHMe rOMepPYsipHbIX 60e3He,
chopMrpoBaBLLMINCS C MOMEHTa nNybnrkaunm pekomeHgauuii. B xone koHdpepeHumn Paboyas rpyrnna paccMoTpena AaHHble
B OTHOLUEHMM NaToreHe3a, GMOMaPKEPOB U NIEYEHUS C LENbIO BbISBNIEHUS 06f1acTen, rae MHEHUs SKCNepTOB COBMNaaaloT 1
roe pasHaTces. JaHHbli 0TY4eT CYMMUPYET Pe3ynbTaTbl AUCKYCCUN MO NEPBUYHBIM NOAOLMTONATUSM, BOJTMAHOYHOMY HEDPUTY,
AHLA-accoumnpoBaHHOMY HEPPUTY, KOMMNEMEHT-0ONOCPEA0BAHHBIM MOPAXEHMAM MOYEK 1 MOHOK/IOHAIbHOW rammanaTtum
peHasnibHOro 3Ha4eHus.
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ABSTRACT

In November 2017, the Kidney Disease: Improving Global Outcomes (KDIGO) initiative brought a diverse panel of experts in
glomerular diseases together to discuss the 2012 KDIGO glomerulonephritis guideline in the context of new developments and
insights that had occurred over the years since its publication. During this KDIGO Controversies Conference on Glomerular
Diseases, the group examined data on disease pathogenesis, biomarkers, and treatments to identify areas of consensus and
areas of controversy. This report summarizes the discussions on primary podocytopathies, lupus nephritis, anti-neutrophil
cytoplasmic antibody—associated nephritis, complement mediated kidney diseases, and monoclonal gammopathies of renal
significance.

Keywords: anti-neutrophil cytoplasmic antibody—associated vasculitis; C3-glomerulopathy; focal and segmental glomeru-
losclerosis; KDIGO; lupus nephritis; membranoproliferative glomerulonephritis; minimal change disease; monoclonal gam-
mopathies of renal significance
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The Kidney Disease: Improving Global Outcomes
(KDIGO) omy6amKoBaiu CBOU camble MEpBbIE PEKo-
MEHJIAIUU 10 IJIOMEPYJIspHbIM Oone3HsM B 2012 T.
[1]. C Tex mop Hamie MOHMMaHUE MATOreHe3a IJIO-
MEpYJSPHBIX 00Je3HEel 3HAYUTETHHO PacIIUpPUIIOCh,
HOBBIE IMAarHOCTHYECKHE OMOMapKePhI BOILIHN B KITH-
HUYECKYIO MPAKTUKY, © MHO)KECTBO HOBBIX METOJIOB
JiedeHUsT ObLTM M3y4YeHBl B KIMHHUYECKUX HCIIbITA-
HUsX. B a1oii cBsizu B koHpepeHnmu 17-19 HOAODs
2017 ronma mpuHsnIM ydactue npudnusurensro 100
9KCIEPTOB, MPEICTABUTENIEH Pa3IMYHBIX AUCUUTUINH

HUSl PEKOMEHAINN, KOTOPOE YXKE HadajaoCh B aBry-
cre 2018 roxa.

BOJIESHb MUHUMAJIbHbIX UBMEHEHUA U
®OKAJIbHO-CETMEHTAPHbIA NTOMEPYNO-
CKJIEPO3

TepmuHoJsI0rUs

TepMuHbl «00J€3HP MUHUMAIIBHBIX M3MEHEHHID)
(BMH) u «dokaapbHO-CETMEHTAPHBIA TJIOMEPYJIO-
ckaepo3» (PCI'C) ocrarorcs akTyansHBIMUA. B He-
KOTOPBIX CITydasiX MOXET HaONroiaThes naroQu3uo-

(medponorn, marojgorH, pPEBMATOJIOTH, MEIUATPHI)
W OpraHM3anuil (akaJleMHYecKoro ypoBHs, (apma-
LIEBTUYECKOM MpoMmbIlieHHOCTH). Llenbio gBnstack
OIIEHKa TOTO Tporpecca, KOTOPBIA MPOU30IIEN B OT-
HOIICHUU JAMATHOCTUKU W JICYCHUS TIIOMEPYJISIPHBIX
OonesHeil, a Takke ompezeseHNe UMEIOINXCS MPo-
0eoB B 3HAHUAX M TEX PEKOMEHAAlWH, KOTOpbIe
JOJDKHBI OBITH TiepecMoTpeHbl. OO0CykJieHHe Hau-
0osiee CIIOPHBIX aCMEKTOB BENEHUS ITIOMEPYIISPHBIX
OosesHeit 3aHs110 0coboe Bpemst B 00IIEH AUCKYCCHU.

JlaHHBII OTYET MO MTOraM KOH(EPEHIIUH BTO-
poli M OXBarblBaeT NEPBUYHBIC IOJOIUTONATHH,
KOMITJIEMEHT-OIIOCPEIOBaHHbBIE BapUaHTHl TOpaXKe-
HUS Touek, BomyaHouHeli Hedpur (BH), AHIIA-
ACCOIMMPOBAHHBI HEPPUT M MOHOKIIOHAJBHBIC
ramMMmariaTHM peHanbHOTo 3HaueHus. Kaxnas paboydas
rpymma 1o KOHKPeTHOMY 3a00JIeBaHUIO paccMOTperna
TE€PMHUHOJIOTHIO, TIATOTeHE3, ONOMapKephbl, JeUeHHE U
HarpasieHHs I Oyaymux uccienosanuii. O6a or-
YyeTa KOH(EPEHINH SIBIISTIOTCS. OCHOBOM J1J1s1 OOHOBJIIE-

jorudeckas cxoxkectb Mexay bMU u ®CI'C, HO
BhIsIBJICHHE (DOKAIILHO-CEIMEHTAPHOI0 CKJIepo3a Ipu
CBETOBOM MHUKPOCKONHMHU UMEET JAUArHOCTUYECKOE U
MpOrHOCTHYecKoe 3HaueHue. Juddepennmanbaas
Mopdomorudeckas quaraoctnka bBMU nu ®CI'C tpe-
OyeT Hamu4us B OMOMNTATe TIOYKH 110 MEHBIICH Mepe
20 knyooukoB. HedpoOuorncus, BbIMOIHESHHASI BCKO-
pe mociie MOCTAaHOBKU AMArH03a, HEPEIKO BHISBISET
ToNbKO narTepH BMU, HO To3kKe Yy MAIUEHTOB MOKET
pazsuthes OCI'C [2]. OnHako y aereli Ononcus mod-
KM OOBIYHO HE MTPOBOJIUTCS, OCOOCHHO Y TaIMeHTOB,
KOTOpBIEC OTBEYAIOT Ha JICUSHHE PEAHN307I0HOM. OT-
BET Ha JICYCHHE TIPETHU30JIOHOM B CPOKH BO3HUKHO-
BEHUS PEIUUBOB JIeXkKAT B OCHOBE Kiaccu(puKaiuu
HedpoTHdeckoro cuHapoma y nereit [3]. Panee Obun
JIOCTUTHYT KOHCEHCYC B OTHOIIEHHH TOTO, 4TO 000-
3HAYEHUS «CTEPOUJI-UyBCTBUTEIBHBINY» U «CTEPOU]I-
PE3UCTCHTHBIN» HEPPOTUICCKUNA CHHIPOM MOTYT
OBITh MPUMEHEHBI B MEAUATPUYCCKON TMPaKTHKE, a
0OJIBIIMHCTBO YYBCTBUTEIBHBIX K CTCPOUIAM HJIUO-
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MaTHYeCKUX HePPOTHUECKUX CHHIPOMOB Yy JIETeH —
a10 ciaydan BMU. OTBer Ha Tepanmuio 4acTo MMeEeT
Ooree CyIIECTBEHHOE MPOTHOCTHYECKOE 3HAYEHHE,
YeM TUCTOJIOTHYECKHUE JTaHHBIE.

Tepmuns! «riepBuynbli/uaunonarnaeckuit @CI'Cy
JOJDKHBI OBITH TpuMeHUMBI 1t cimyyaeB OCI'C, BbI-
3BaHHBIX €Ill¢ HEU3BECTHBIMH (aKTOpaMH TPOHH-
naemoctu. Cinyyan reHetndeckoro Bapuanta OCI'C,
aJalTUBHOTO (B YCJIOBHMAX YMEHBIIEHHS Macchl He-
¢ponoB) PCI'C, nexkapcTBEHHO-UHIAYLUPOBAHHOTO
u Bupyc-onocpenosannoro ®CI'C e 10KHBI OBITH
HasBanbl nepBuyHbIMU [4]. [TepBuunbiit @CI'C kiu-
HUYECKH YaCTO XapaKTepu3yeTcs OCTPHIM HavYaioM
B BHJIE MacCHBHOW MPOTCHHYPHH, a MOpdoormye-
cku — auddy3HOM yTpaToil HOKEK MOJOIUTOB. Jpy-
rue noatunsl OCI'C, kak mpaBUiIo, MPOSBIAIOTCA
YMEPEHHOH POTEUHYPUEN U CETMEHTAPHOU IToTepeit
HOXKKOBBIX OTPOCTKOB monoruToB [5]. C 1enpio myd-
miero onpeaenenus 3tux noarpynn @CI'C B KoHTeK-
CTe WX IPEeIojaraeMoro naroreHesa HeoOXOIMMBbI
JaNbHENIIINE UCCIIeI0BaHUS.

IMatorene3 BMU u nmepBUYHOro/ManonaTuue-
ckoro ®CI'C

Pone muchynxmuu T-kimetok B paszsutuun bMU
Op1a mpeamnonoxena 6omnee 40 jet Hazan [6]. B mo-
clellHee BpeMsl cTaja O4YEBUIAHOW pojb B-KIEToK,
4TO ToATBEpkIaeT 3P (HEKTHBHOCTh HIMMYHO]ICOPO-
LIMU ¥ aHTU-B-KJI€TOYHON Tepanuu B UHAYKUUU pe-
muccuu [3].

Jlo Hacrodiero BpeMeHN HHU OAWH W3 BBISBICH-
HBIX (DaKTOPOB MPOHUIIAEMOCTH HE OBbLT OKOHYA-
TENbHO YTBEP)KACH U1 JMArHOCTUKH IEPBHUYHOTO
OCI'C [7]. PacTBOpuMBI pemenTop axTUBaTOpa
IJIa3MUHOT€HA YPOKUHA3HOTO TUIA MOXKET CTaTh HO-
BBIM IPOTHOCTUYECKUM OMOMapKepOM B OTHOIIEHUH
MIPOTPECCUPOBAHUS XPOHUYECKON OOJIE3HH TIOYeK,
HO, TIO-BUANMOMY, HE UTPAET POJIU KaK JHAarHOCTHYe-
ckuit 6uomapkep pu OCI'C [8].

Kapaunorpodun-1nogo0HbIil TUTOKKUH- 1, 4iieH ceMeii-
CTBa MHTEPJICHKIHA-0, MOXKET OBITh KaHAWUIATOM KaK
(baxrop mponuriaemoctu pu OCI'C. Kapanorpopun-
O00HBIN IUTOKUH-1 ObLT HACHTH(UIIMPOBAH B TL1a3-
me y narenToB ¢ @CI'C, u 6bu10 00HAPYKEHO, UTO OH
CHIDKAET SKCTIPECCHIO He(hprHA B KYJIBTYpE MOJOIUTOB.
Y maruenToB ¢ peruauBupyrommM OCI'C ero koHIICH-
Tpawsa MoxkeT ObITh B 100 pa3 BbIlIe, UeM B HOpPME.
KoHrieHTpamnms aHrHOmoATUH-TIOI00HOTO TPOTEHHA-4,
CEKpPEeTHPYEMOro IIMKOMPOTEeHHA, CUIIbHO M3MEHEHa B
CBIBOPOTKE U TOJIOIUTAX B SKCIIEPUMEHTAIBHBIX MOJIE-
751X BMU 11 y G0bHBIX. DTOT OMOMapKep NMeeT 3HauH-
TENBHBIN TOTEHIMA JJIs IPUMEHEHHUS Y TTAI[UEHTOB CO
CTEePOH/I-4yBCTBUTEIbHBIM HE()POTUYECKUM CHHIPO-
mowm [9, 10].
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[peanonaraercs, uto BMU/DCI'C Moryt ObITH
omocpenoBanbl dKcmpeccueit momormramu  CD80
(B7-1), mHAyIIMpOBAaHHON TaKUMH COOBITHUSMH, KaK
uadeknus [11]. OmHako upe3MepHas SKCIPECCHs
CD80 na mogonurax Tak U HE ObLIa MOATBEPKICHA
[12]. Taxxe Obla MpenokeHa pojib MapueTaIbHBIX
SMUTENUANBHBIX KJIETOK B MaToreHe3e MpaKTHYeCKU
Bcex rucronorndeckux turnos ®CI'C [13].

BuoMapkepbl 1 MpeIMKTOPHI MPOrHO3a

BanmunuzupoBaHHBIX OHOMapKepoB, TOTOBBIX IS
KIIMHUYECKOTo ucmnonb3oBanus npu bMU nimm OCI'C,
Ha HACTOSAIINNA MOMEHT HET. | ICTOI0rnue CKuM IOATUIL
OCI'C, cormacuo KomymbOuiickoii KiaccupuKaum
[14], MoxxeT crocoOCTBOBaTh MPUHATHIO PEIICHUS B
OTHOIICHUU JICYEHUS, TPOTHO3UPOBAHMIO OTBETA HA
HEro M ucxojaa B 1ienoM [15], Ho He sBisieTcs creiu-
(UYECKIUM B OTHOIICHHMH MEXaHW3MOB 3a00JICBAHUSI.
HNmmyHnoMopdomoruueckoe ncciieloBaHle MapKepoB
aKTHBALIMM TAPUETAIBHBIX SMUTENNANBHBIX KIETOK
MOXET CIIOCOOCTBOBATH BBISBICHHUIO CKIEPOTUYECKUX
nopakeHU Tpu TudepeHnaaTbHON THarHOCTUKU
nepsuanoro ®CI'C u BMU [16]. Taxxke momomHu-
TenpHas MHQOpMAIUsT MOXKET OBITh NOJNy4YeHA IIPH
NPOTEOMHOM aHajnu3e HedpobduormnTara.

I'eneTnyeckue ucciae10BaHus

IeHeTnyeckoe TeCTUpOBaHWE IpH HedpoTHUe-
ckom cunapome y aeteir 1 @CI'C y B3poCBIX sIB-
JIIeTCsl CIIOPHBIM MOMEHTOM, HO €ro CIJIeAyeT BbI-
MOJHATh Y TAIMEHTOB C BPOXKJICHHBIMU (OpMamMu
He(pPOTHUECKOT0 CHHApPOMA W MIAJEHIEeB (AeTu
mianme 1 roga), a Takxke y Aerei miaamie 2 JeT co
CTEPOUI-PE3UCTECHTHBIM HE(PPOTUUCCKUM CHHJIPO-
MOM, TpH HE(OPOTUYECKOM CHHIPOME W HAITUYUU
JIPYTUX CUMIITOMOB HAacCJIEJICTBEHHO MMaTONIOTUN WIIN
ceMelHbIX (popMax cTepouA-pe3ucTeHTHOro Hedpo-
tudeckoro cunapoma/®CI'C [17-19]. B oTHomeHnn
MOJIB3bI TIPOBEJICHUS] TEHETHUECKUX TECTOB TOBOPUT
TOT (DaKT, 4YTO MyTallMd B OJIHOM I'eHE ObLIM OOHa-
pyxenbl Tonbko y 30% manueHToB B Bo3pacte 0
25 met [18]. TectupoBanue MOMKHO OBITH HapaBie-
HO Ha BBISBJICHHE T€HOB, OCHOBBIBAsICh HAa XapakTe-
pPUCTHKE TAIlMeHTa M COBPEMEHHBIX 3HaHMAX. Poib
TeHOTHIIOB arnoJjumnonpoTenHa L1 BeICOKOTO pHcka B
Pa3BUTHH ITIOMEPYIOCKIIEpPO3a BCE €IIle UCCIIEAyeTCs,
Y YYACTHUKU KOH(EPEHIMH COTIIACHIINCH C TEM, YTO
JTAHHBIX TO-TIPEeKHEMY HEJ0CTATOYHO Ui TIpUMeEHe-
HUSI 9TOH MH(GOPMALIUY NTPH IPUHATHN KITMHUYECKUX
pemenuil. [ eHeTHnyeckoe TECTUPOBAHUE MOXKET OBITh
BBITIOJTHEHO JIJIsl BKJIIOYCHUS] W CTPATH(QUKALINK T1a-
[IMEHTOB B KIMHUYECKHX HCIBITAHUAX. bromornye-
CKHe 00pa3Ibl MOTYT OBITH COXPAHEHBI C COTJIACHS
MAI[eHTa Ha BHITIOJTHEHNE TeHEeTHUYECKOro aHajln3a B
MOCIIEAYIOIeM. DTUYECKHE BOMPOCH! JOKHBI OBITH
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paspelieHsb! 10 peKOMEHIAIlUU O BHITIOJTHEHUU TeHe-
TUYECKOTO TECTUPOBAHMS.

Jleuenue

Obwue npunyunsi

B 10 Bpems kak UMMYHOMOAYIUPYIOIIAs TEPATTUs
SIBJISIETCS] Tepanvell MepBoil JTMHUY NPU TIEPBUYHOM/
uauonaruueckom @OCIC, BbI3BaHHOM (HaKTOPOM
nponunaemocty, apyrue noarunsl OCI'C myure
pearupyror Ha KOpPpeKIHI0 apTepruaIbHOTO JIaBICHUS
1 KIIyOOYKOBOW TeMOIUHAMMKH, KaK, HallpuMep, IJ1o-
MepyJsipHOl runepreH3uu npu agantusHoM OCI'C,
WIN Jpyrue crenuduyueckue BMenarenscra. [Ipu-
MEHEHHEe HMMMYHOMOIYJIHUPYIOLIEH Tepanuu Iocie
BoIsBIIeHUS MyTanmu ipu OCI'C aBnsieTcst CHOPHBIM.
Penkue crarby 0 pasnMyYHON CTENEHU PEMHUCCHH Y
9THX MAIMEHTOB TOYHO HE OTPAXKaloT, €CTh UM HET
HEMMMYHHbIE MOIyUpyomue 3pdeKTsl 3THX METO-
noB sieuerus [20]. [lociie BBIIBICHUS MyTaIlMH Jieue-
HUE MOXET OBITh CIEIUPUUSCKUM IPHU HEKOTOPHIX
reHeTH4ecKkux Jedexrax (Hampumep, kodusum Q-10,
sutamun B ) [18], a Taroke BKirouaTh HeGpOIpoTEK-
TUBHYIO TEpaIvio M OBICTPOE MpeKpalieHue NMMY-
HOCYIIPECCUBHOM Tepanuu y MalnueHTOB MPHU OTCYT-
CTBUU paHHETO oTBeTa [21].

Y oemeii

ITockonbky y 80% neteit ¢ HehpOTUUSCKUM CHH-
JIPOMOM, TI0 TaHHBIM OuoITicuu, mMeeT Mecto bMU, a
M3 OCTaBIIMXCS MAIMEHTOB Y YacTH OyJeT MOIy4eH
OTBET Ha TEPaInio KOPTHUKOCTEPOUIaMH, YIaCTHUKU
KOH(EpEHIMN COTIIACHIINCh, YTO HET HHKaKHUX JaH-
HBIX, YTOOBI OCIIOPUTH MPAKTUKY JICUCHHST BCEX IIe-
TUATPUUECKHX MAIlIeHTOB KOPTUKOCTEPOUIaMH BHA-
gaje, Kpome Tex, ko miaame 9-10 mec. B cBsi3u ¢
YBEJIMYEHUEM YacCTOThl CTEPOUA-PE3UCTEHTHOTO He-
tdhporuueckoro cuaapoma u ®CI'C ¢ BozpacToM cie-
JyeT BBIMOJHATH OMOIICHIO TIOYKM Yy JAeTel crapiie
12 et no Havana jgedeHus. Ilo mocnenHumM nTaHHBIM
PaHIOMHU3UPOBAHHBIX KOHTPOJIUPYEMBIX HCCIIeI0Ba-
HUM, y JIeTeil cO CTEepOHI-UyBCTBUTEIbHBIM Hedpo-
TUYECKUM CHHAPOMOM IpPHUMEHEHHUE CTEpOHI0B 00-
nee 8—12 Henm He pekoMeHayercs [22-24].

CoxpansieTcss HEpeUIeHHBIM OKOHYATeJIbHO BO-
[IPOC B OTHOIIEHHMH MUHUMAJILHOTO CPOKA MPOJIOIIKH-
TEJIFHOCTH TEPalyy CTEPOUIaMH, HEOOXOAUMOTO IS
ompeneeHus pe3ucTeHTHOCTH. PykoBoacteo KDIGO
2012 roga pekOMEH]IyeT CYMTaTh TAKOBBIM CPOK Jieue-
Hus, MUHUMYM, 8 Hefll. KoHceHcyc Tak u He ObUI J10-
CTUTHYT B 3TOM BOIPOCE, HO YYaCTHUKH KOH(PEPEHITHH
COWIHM PalMOHAIBHBIM J1aTh OOIIETPUHSITOE OIpere-
JICHWE «CTEPOHIHOW PE3UCTEHTHOCTW» IS YiydIle-
HUS CpaBHEHUS OyIyIINX KJIMHUYECKUX UCTIBITAHUH.

O} PEeKTUBHOCTh €KETHEBHOIO IMPHEMa HHU3KUX
7103 KOPTUKOCTEPOUIOB 0 CPAaBHEHUIO C MPHUEMOM

Yyepe3 JACHb IS MOAJAEPKAHUSI PEMHUCCUU TIPH Peln-
JTUBUPYIOMIEM HE(POTHUECKOM CHHAPOME SIBIIAETCS
npusHaHHO# [25]. Tepamus anbTepHAaTHUBHBIMH HM-
MYHOJIETIPECCAHTaMU JOJKHA PAaCCMaTpUBaThCA y J1e-
TeH ¢ PeUUIUBUPYIOMNM HE(PPOTHUESCKUM CHHIPOM.
JlaHHbBIE TTOATBEPKIAIOT BO3MOKHOCTH NMPUMEHEHUS
nukiaodochamuaa (LId), neBamuzona, MUKODEHO-
nara Modermia (MM®), HHTUOUTOPOB KaJIBI[MHEB-
puna (MKH) u putykcumaba, HO TOPSAOK Tepanuu
TOYHO HE ompeneneH [26]. [losBisaioTcs naHHBIC B
MOJIb3y pPAHHEro MPUMEHEHUs pUTyKcHuMaba B Jie-
YEHUHM CTEPOUJI-3aBUCHMOT0 HE()POTHYECKOTO CHH-
npoma y nmereit. Ilpsimoe nmeiicTBue puTykcuMada Ha
MOJIOIMTHI He OBLJIO TIOATBEPXKIIEHO, cKopee dPQeKT
o0ycioBieH aemierueit B-mumdoruros [27]. Perpo-
CIEKTUBHBIC aHAJTU3bI TOKA3bIBAIOT, UTO JOCTHKEHHE
0oJsiee BBHICOKOM IIIONIAAN IOJ KPUBOW IS KOHIICH-
Tparu MM® B CHIBOPOTKE/TIa3Me MOXKET IIPUBECTU
K TOMY JK€ pe3yJbTaTy MpH JeUeHUH JeTel, Kak Ipu
npuMmenenun MKH, HO 3T0 10MKHO OBITH TTOATBEPIK-
JICHO B KOHTPOJHUPYEMBIX PaHIOMH3UPOBAHHBIX HC-
cienoBaHusx [28].

[MateHTH! ¢ HePPOTUIECKUM CHHAPOMOM HUMEIOT
BBICOKUH PHUCK pa3BUTUS MH(EKIUH HE3aBHUCHMO OT
ummyHocytpeccun. PykoBoactso KDIGO 2012 rona
COJICPKHUT HEKOTOPHIE PEKOMEHIAIIH OTHOCUTEIHHO
MIPUBHMBOK Y JIeTeH, HO HE MOTYEpPKUBAET BaKHOCTH
CKpUHMHTA Y BaKIMHAIIUK TIPOTUB Tenarurta B, oco-
OEHHO Yy TeX, KTO Mojy4yaeT B-kieTouHyio Tepamuio
[29]. BakmuHaruss TPOTHB MEHHHTOKOKKA TaKKe
JIOJDKHA OBITH BBITTOJTHEHA (MHEHHS SKCIIEPTOB).

YV es3pocnvix

YV B3pOCTBIX PEKOMEH AN 0 MUHUMAaJILHOMN MPo-
JIOJDKUTEBHOCTH TIpreéMa KOPTHKOCTEPOUIOB B BbI-
COKHMX J103aX B TeUcHHUE 16 HEI B KauecTBE Teparuu
nepsoit smaun it OCI'C nunn BMU BbI3Bana pasz-
HOTJIACHsI, YUYUTHIBAsl TIOTEHIIMAIBHYIO TOKCUYHOCTb.
OpHako JaHHBIX B MOAJAEPKKY abTEPHATHBHBIX MPe-
MapaToB IMEpPBOrO psijia WIM KOMOMHHPOBAHHOM Te-
parmuu ¢ 60see HU3KUMH J03aMU KOPTHKOCTEPOUIOB
HEJIOCTaTOYHO. YUYACTHUKU KOH(EpPEHIIMU COIIACH-
nuch ¢ TeM, yTo MKH wnu 1P nomkHbl ocTaBarbes
B KauecTBe IMpernapaTroB BTOPOTO PAJia Y B3POCIBIX C
4acTO PEUUAMBUPYIOLIEH WIM CTEPOUA-3aBUCUMOM
dopmamu BMU. Purykcumal siBisieTcs Bce darie
IIPUMEHAEMOI Tepanueld Broporo psaa npu bBMU y
B3pOCIIBIX, XOTS JaHHBIE 00 3PEKTUBHOCTH OCHOBA-
HBI TOJIBKO Ha HaOmoneHusx. PexoMenganys mo mpu-
MeHeHno TKH u MM® B kauecTBe Je4eHust BTOPOi
U TpeTbel mann cooTBeTcTBeHHO 11 DCI'C ocTa-
ercs B cuie. B Hacrosdiee BpeMsi MPOBOJATCS paH-
JIOMU3UPOBAaHHBIE KOHTPOJIMPYEMble HCCIETOBAHUS
no u3y4yeHuto 3¢dpdekTuBHOCTH pHUTyKcMMaba MpH
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JononHutensHas Tabnuua 1 / Table S1

HeoG6xopumo nu nepecmartpuBatb pekomeHgaummn KDIGO 2012 roga no BegeHuio 60n1esHun
MWUHUMAaNbHbIX U3MeHeHunit, PCIC, ctepona-4yBCTBUTESNIbHOIO
" cTepoua-pe3ucTeHTHOro HeppoTUYECKOro cuHapoma?

2012 guideline recommendations related to minimal change disease,

and SSRS: Need to be revisited?

FSGS, SSNS,

PekomeHpaums

Heob6xoaMmMocCTh B nepecMoTpe

BonesHb MMHUMaNbHbIX U3MeHeHuii u PCIrCy pereii

3.1.1: Mbl pekomMeHayem Tepanuio KopTUkocTeponaammn (NPESHN30H UKW NPEAHN30N0H) B TEYEHWE HE
MeHee 12 Hep, (1B)

3.1.1.2: Mbl pekomMeHAyeM exeOHEBHbIN NMpuem npeaHn3oHa nepopasnbHo B TeyeHne 4-6 Hep (1C) ¢
nocnenyoLwmM Ha3Ha4eHNEM B aJIbTEPHMPYIOLLEM PEXMME C YHETOM OLHOKPATHOM A03bl 40 Mr/mM? nnn
1,5 mr/kr (Makcumym 40 mr yepes aeHb) (1D) n npoaonxeHnemM B TedeHne 2—5 Mec C NOCTENEHHbIM
yMeHbLUeHnem 1o3bl (1B)

Jla: KoHceHcyC noarpynnbl

Jla: KoHceHcyC noarpynnbl

3.4. Noka3aHue K GUONCUMN NOYKU

3.4.1: NokazaHusa ons no4ye4Homn 6ruoncmm y oeTer Co CTePOUA-4yBCTBUTENbHLIM HEDPOTUYECKUM CUH-
ApOMOM (HeanddepeHLUMPOBaHHbI YPOBEHb CUJIbl 40KA3aTENbCTB):

- OTCyTCTBME OTBeTa Ha Tepanuio NKC Ha No3aHMX CpoKax neveHns nNpu Hanmynm oTBeTa B Havane;

- BbICOKWI YPOBEHb NOJ03PEHNSA B OTHOLLEHUWN APYrON NaToNoruu;

- CHUXEHVE DYHKLMM NMoYeK y geTen, noaydarowwmx MKH

HeT: koHceHcyc noarpynnbi

AeTtun, nmerowme cTepous-pe3mcTeHTHbIN HePPOTUYECKUI CUHAPOM

4.1.1: Mbl npeanaraemM cpok Jie4eHnss KOPpTUKOCTepPOMAAMU, MUHUMYM 8 Hef oS onpeaeneHus yCTo-
YMBOCTU K cTepouaam (2D)

4.2.2: Mbl pekomeHayem nevyeHne nHrnbutopamm Ard nnm 6nokatopamm peLentopa aHrmoTeH3nHa 2
0151 AeTen Co CTEPOUA-PE3NCTEHTHBIM HeEDPOTMYECKUM CUHAPOM (1B)

[la: KoHceHcyc noarpynnbl

HeT: KoHCceHcyc noarpynnbl

YacTo peungusunpyowmin HepoTUYeCcKuini CUHAPOM Yy AeTen

3.2.2.1: MNpw neveHnmn 4acTo peunanBUPYIOLLIMX 1 CTEPOUA-3aBUCUMbIX GOPM CTEPOUA-YYBCTBUTENIBHOMO
HedPOTUYECKOro CUHAPOMA Mbl Npeafiaraem exeaHeEBHbIN NpYeM NpegHN30Ha A0 OCTUXEHNS PEMUC-
CUM N, MUHUMYM, 3 OHS NOCNe C NOCNeAYOLWMM NEPEXOAOM Ha anbTEPHUPYIOLLMIA NPpUeM NpeaHn30oHa
B TeYeHne, MUHUMYM, 3 Mec (2C)

3.2.2.2: MpennoytuTeneH npuem npeaHn3oHa no anbTEPHUPYIOLLE CXeMe B MUHUMAaNbHON Jo3e Ans
nogaepXxaHus PpEMUcCUn 1 n3bexaHns PasBUTUS OCHOBHbIX HEBNaronpuaTHeIX 9bPEeKToB y AeTen ¢
4aCTO PeELNONBUPYIOLLEN 1 CTEPOU-3aBNCUMON HOpMaMm CTEPOUNA-4yBCTBUTENIbHOIO HEPPOTUHECKOTrO
cuHgpoma (2D)

3.3.6: Mbl pekoMeHAyeM paccMaTpuBaTb Tepanuio puTykcuMabom TONMbKO Y AeTeil Co CTepouna-
3aB1CUMO GOPMOI CTEPOUA-HYBCTBUTENILHONO HEPPOTUHECKOTO CUHAPOMA, Y KOTOPBIX MPOAO/IKATCA
YacTble PeLVanBbl, HECMOTPS HA ONTUMasbHbIe KOMOMHALMY MPEAHN30HA Y KOPTUKOCTEPOUAHBIX CPEACTB
1/UNn Yy KOTOPbIX UMEIOTCS Cepbe3Hble HebnaronpuaTHbie addekTol Tepanum (2C)

Ja: KoHceHcyC nogrpynnbl

Ja: KoHceHcyc nogrpynnbl

Ha[1]

Bone3Hb MMHUMAaNbHbIX U3BMEHEHUN Y B3POCbIX

5.1.2: Mbl pekoMeHayemM npuem npefHn3oHa Uam npeaHn3onoHa B CyTOYHOW pa3oBon ao3e 1 Mr/kr
(Makcmym 80 Mr) nnu B anbTepHUpYioLem pexmme 2 Mmr/kr (makcumym 120 mr) (2C)

5.1.3: Mbl pekomeHayem npogonxatb fnedeHne KC B HavyanbHOM [03e, ecnn nauneHT nepeHocuT
Jle4YeHne XOpoLLo, B TEHEHME HE MeHee 4 Hep, B Clly4ae AOCTUXEHUS MOJIHON PEMUCCUM, U B TEYEHME,
Makcumym, 16 Hep, ecnm He gocTuraeTcs nonHasa pemuccus (2C)

5.1.4: Y naumeHToB B pemuccumn cHmkeHue 0oabl 'KC nomkHo OblTb MeAIeHHbIM B TeYeHne 6 Mec no-
cne JocTmxeHne pemuccun (2D)

5.2.3: Mbl pekomeHayem npumeHeHne MM® 500-1000 mr aBa pasa B fieHb B TedeHre 1-2 neTy naum-
€HTOB, koTopsble He nepeHocsT KC, LI, NKH (2D)

5.3: Ctepong-pe3uncTeHTHas ¢dopma 601e3HN MUHUMAIbHbIX UBMEHEHWNI

5.3.1: Y naumeHToB, KOTOpble pe3ncTeHTHbl K TKC, HeobxoanumMo UCKIIYUTL APYrue NpuYnHbl Hedpo-
TU4ECKOro cuHapoma (HeambdepeHLMPOBaHHbLIN YPOBEHb CUJIbl 40KA3aTENbCTB)

5.4: MopaepxuneatoLias Tepanus

5.4.1: NaumeHTbl ¢ BMW 1 0CTpbIM NOBPEXAEHMEM MOYEK A0JIKHbI NOYYaTh 3AMECTUTESBbHYIO MOYEYHYIO
Tepanuio Npu HaNN4YMM TakoBbIX NoKasaHuii BMecTe ¢ Tepanueli NKC (2D)

5.4.2: Tpwn neveHnn nepBoro ann3ona HedpoTMieckoro cuHapoma rnpu EMU mbl pekomeHayem He
MCMNOJIb30BaTb CTATMHbI C LIeSbio KOPPEKLUN rMNepannuaeMmmn n nHrnbutopsl ANd 1 6nokatopsbl pe-
LLenTopa aHrMoTEH3NHA 2 AJ19 KOPPEKLMN NPOTENHYPUM Y NALMEHTOB C HOPMaJlbHbIM apTepUanbHbIM
nasnexHvem (2D)

Ja: KoHceHcyc noarpynnbl
nlLietal [2]
Ja: KoHceHcyc noarpynnbl
nlLietal [2]

Jla: KoHceHcyc noarpynnbl
nlLietal [2]
Jla: KOHCeHcyC noarpynmbl

HeT: KoHCeHcyc noarpynnbl

HeT: KoHCceHcyc noarpynnb

®dokanbHO-cerMeHTapHbIi MTOMEpPYIOCKIEPO3 Yy B3POCIIbIX

6.1: NepBoHavanbHas anarHocTuka GCIrc

6.1.1: Heo6x0aMMo NpoBECTM TLLATESbHYIO AMArHOCTUKY C LLENbIO UCKI0YEHUSt BTOPUYHBIX dopm DCIC
(HeanddepeHLMPOBaHHbIN YPOBEHb CUJIbl OKA3aTENLCTB)

6.1.2: He cnepyeT NpoBOAUTL reHeTUYECKOe TECTMPOBAHME B PYTUHHOM pexume (HeanddepeHumpo-
BaHHbI YPOBEHb CUJIbl [OKA3aTENbCTB)

6.2: HavanbHoe neveHne GCIC

6.2.1: TKC 1 nmmyHocynpeccuBHas Tepanusi MOXeT ObiTb MPYMEHEeHa TOMbKO MPY NAMONATUHECKOM
®CIC, knuHMYyeckn nposiBRsioLMMcs HeppoTuieckum cuHgpomom (1C)

6.2.2: Mbl pekoMeHayeM npuem npeaHn3oHa B CyTO4HOM pa3oBoi fo3e 1 mr/kr (Mmakcumym 80 Mr) nnmn
B aNnbTEPHUpPYOLLEM pexume 2 mr/kr (makcumym 120 mr) (2C)

6.4.3: MaumneHTbl co cTepona-pe3ncteHTHbIM PCIC, KOTopble He NEPEHOCAT LMKIOCMOPUH, MOTYT Mo-
ny4atb MM® B coyeTaHum C BLICOKMMY Jo3amu gekcameTadoHa (2C)

HeT: koHCeHcyc noarpynnb

[la: KoHceHcyc noarpynmnbl

HeT: KoHCeHcyC noarpynnol
Ja: KoHceHcyc nogrpynmnol

Ja: KoHceHcyc nogrpynmnol

B pekomMeHagauusax uMetoTca npoGeribl, MOCKOSbKY HE BCE MOJIOKEHUS Oblfiv PACCMOTPEHbI B XOA€ KOHMEepeHLMN.

MprmevaHne. AN — aHrMoTeH3nH-NpeBpatLaomii depmeHT; BMU — 6onesHb MuHUManbHbIx M3meHeHuit; 'KC — rokokopTukocTepounabl; KH
— MHrMBUTOPbI KanbumHeBpuHa; LI — upknodocdacna; MM — mukodpeHonata modetun; PCIC — hokanbHO-CcerMmeHTapHbI [FTOMEpPY/I0CKIePO3.
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BMHU y B3pocibix (DhheKTHBHOCTh pUTYKCHUMaOa
B CpPaBHEGHUM C MPOJIOJDKECHHEM JICUCHHS KOPTHKO-
CTEpPOWIaMU TIPU WIUOTIAaTHYECKOM HEe(HPOTHUYECKOM
cuaapome; NCT03298698) u ¢ unrudomropa CDS0
abararenta, He3aBHUCUMO OT sKcrpeccuu CDS0 Ha
nonorutax, mpu bBMU u ®CI'C (MccnenoBanue mo
orieHke OezomacHocTH 1 3 dekTHBHOCTH Abararen-
Ta 'y B3pOCIBIX U JeTel 6 JIeT U CTapIle C IMOBBIIICH-
HO# motepeit 6enka B mode Beienacteue OCI'C umm
BMMU; NCT02592798).

Bynymue ucciieqoBanus

BakHbIM MOMEHTOM TIpH TPOBEJICHUM KIWHHUYC-
CKUX HCCIIeJOBAaHUN CTaHET OMpe/eNeHHe MepBUYHO-
ctu nnn BropudHoctH PCI'C m BKITIOUEHHE TOIBKO
TaKWX MallMeHTOB, Y KOTOPBIX HCCIeayeMasl Tepartusl
MOXET oOKazarbcs d(dexTnBHON. HMMMmyHOMOrHYC-
CKasl Tepartst JIOJDKHA ObITh M3ydeHa TPH IEPBUYHOM
OCI'C, anTnhuOpoTHIECKas Teparis MOXKET ObITh UC-
cienoBana pu Beex tumnax OCI'C. Pexomennanmu u3
pykoBozacTBa 2012 rona, KOTOpbIe JOIKHBI OBITH Mepe-
CMOTPEHBI, M3JIOKEHBI B JIOTIOTHUTENBHOM Tao. 1.

MEMBPAHOMNPOJINUDEPATUBHbIN
rFMOMEPYJIOHE®PUT

TepMHUHOJIOTHS U AUATHO3

Tepmun «MemOpaHonponudepaTUBHBI)  TIO-
mepynonepput (I'H) moxer OBITH NMpUMEHEH i
THUCTOJIOTUYECKOTO OIUCAHUS THIA TOBPEXKIACHUS
KJIyOOYKOB, HO Hamie ToHMMaHue mnpuponsl C3-
rmomepymnonatuu (C3I'T]) 1 MOHOKIIOHATTBFHOM raMMa-
naTuu peHajgbHoro 3Hadenus (MI'P3) (mapamnporenn-
accolMUpOBaHHOE 3a00JIeBaHue MTOUEK) TpeOyeT BBe-
JICHHsI HOMEHKJIATyPbl, OCHOBAHHOI Ha MaToreHese u

BapHaHTe MoBpexaeHus. Kpome toro, rucromoruyie-
CKHE JaHHbIC IIPU ITUX KOHKPETHBIX TUIIAX IIOBPEXK-
JICHHS [I0YEK HE BCErJa COOTBETCTBYIOT MEMOpaHO-
npommdeparnBaomy ['H. B 3T0¥ CBsI3u 0OHOBIICHHBIS
KJIMHAYEeCKHE PEKOMEHJAIMK MOAYEPKUBAIOT HEO0O-
XOIMMOCTh JINarHOCTUYECKOTO T10/1X0/1a, KOTOPBIN
YUUTBIBAJI OBl Kak IMaToreHe3, Tak U MOp(oIoruio
(tabm. 1) [30]. C TeyeHmeM BpeMEHH IO Mepe HaKO-
IUIeHUsT OOJIBIIMX 3HAHWW NPUMEHEHHE YKa3aHHOU
CXeMbl MOXKET CBECTH Ha HET IOHSITHE «MeMOpaHo-
nponudeparuBHbiii [ H» kak oTaenbHOM KaTeropuu B
KIIMHUYECKUX peKkoMeHaanusax. HrbkenpuBeneHHbIN
TEKCT OOCYXXIeHHMS MOAYEpPKUBACT MPOTHBOPEUHS,
KOTOpbIE CYIIECTBYIOT B OTHOILIEHUHU JaHHOTO BOIIPO-
ca, BKJIIOYasl Ipo0sieMy NEepeCceKarolMXCsl MEXaHU3-
MOB 0OJI€3HHM, HEKOTOpBIC MapaJOKChl T'MCTOJIIOTHH
Y HEeM30eKHBIH (aKT, YTO HEKOTOPbIE CIy4au TaK H
OCTaHyTCs «uauonarndeckumm» [31].

Hcnonb30BaHue JIOMONHUTEIBHBIX MOPQOIOTH-
YECKUX METOUK, B TOM YHCJIe IPUMEHEHHE JIeMacKa-
WU CKPBITHIX 3MHUTONOB aHTUI'CHOB MpPOHa30H [32—
35], okpammBanue Ha C4d c uensto nuddepennmna-
i C3T'T] oT “IMMYHOKOMIUIEKCHOTO M MTOCTUH(EK-
uunonHoro I'H [36], okpammuBanue Ha KO-IIamepoH
DNAIJBY9 npu ¢ubpumnspaom I'H [37, 38] moryT
IIOMOYb B IMAarHOCTUKE U, BO3MOYKHO, B IIOHUMaHUU
raroreHe3a MeMOpaHONPOIN(EepaTHBHOTO BapHaHTa
I'H. BombIIMHCTBO U3 3TUX METOAOB TPEOYIOT Jaib-
Heel JopabOTKH U BepUPHUKALIUH.

C3-rnomepysonarus

Ilamocenes

ITarorenes C3I'TI 3akmrouaercs B aHOMaJIbHON aK-
TUBAIIMY KOMIUIEMEHTA, €ro JICTIO3HIINH W/UITU JieTpa-

Tabnuua 1/ Table 1

Mopxopn K anarHocTuke rmomepynoHedputa, OCHOBaHHbIV Ha NaToreHese
A pathogenesis-based approach to glomerulonephritis

[MaToreHeTn4yeckmin TMn Mpumepbl 3a6oneBaHni

MIMMYyHOKOMMAEKCHbIN rnomepy- | IgA-HedponaTmsa
noHedpput Jlionyc-Hedpput

DurbpunnapHbIi rmomMepynoHedpuT (NonmknoHanbHbi/ DNAJB9I-NonoxumTenbHblin noaTmn)
MHbEKUMOHHO-0N0CcpenoBaHHbI rnoMepynoHedpuT
CmewaHHbI (Tvn 1 1 2) KprnornobynMHeEMNYecknin rnomepynoHedpuT

ONNroMMMYyHHbI INOMEPYNo-
Hebput

AHLA-accoummnpoBaHHbIN BaCKynUT
AHLIA-HeraTuBHbI ONIMFOUMMYHHBIM FOMepPYNoHedppuT

aHTN-FrBM-HedpuT AHTN-TBM-60n€e3Hb

momepynoHedpuT, accounmnpo- | bonesHb 0TNOXEHNS MOHOKIOHANIbHBIX UMMYHOM00YNMHOB (601€3Hb OT/IOXEHUS NErKNX Liene,
BaHHbIN C AEN03NLMEN MOHOKIIO- | 60NE3Hb OTNIOXEHUS TAXeNbIX Leneit, 60/1e3Hb OTIOXEHUS NTErKUX N TSXKENbIX Lienei)

Ha/lbHOro I/IMMyHOFJ'IOﬁyﬂI/IHa

MponndepaTtmBHbIi MomMepynoHedpUT ¢ Aeno3nTamMmm MOHOKIOHAIbHBIMU UMMYHOTN00YInHA
MoHOKIOHaNbHbIV KprornobynnHemuyecknin (Tun 1) rnomepynoHedpur

VMIMMYHOTaKTOMOHbI roMepynoHeppuT

DurbpUNNAPHBIN rMoMepynoHedPUT (MOHOKIOHANbHBIV MOATUM)

KomnnemeHT-onocpenoBaHHbIN
rnomepynoHedput

C3-rnomepynoHedput

BonesHb NNOTHbLIX 4EN03UTOB

MpumevaHve. AHUA-aHTU-HENTpOodUbHbIE LMTOoNNa3maTtumdeckne aHtutena; F'6M — rnomepynapHas 6asansHas MembpaHa; DNAJB9 —

DNAJ homolog subfamily B member 9.

ApantuposaHo no Sethi S, Haas M, Markowitz GS et al. Mayo Clinic/Renal Pathology Society Consensus report on pathologic
classification, diagnosis, and reporting of GN. J Am Soc Nephrol. 2016;27:1278-1287 [30] c pa3peLueHus.
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nmarn. Paxtopsl C3I'TI paccMoTpeHBI B HeaBHEM
koHceHeyce [39] u otuere koHpepeHmu KDIGO no
criopHbIM Borpocam [40].

Ha ocHoBaHuM 1aHHBIX, MOMTYYEHHBIX IPU HCCIIE-
JIOBAaHUU Ha )KMBOTHBIX U Y JIIOIEH, B 11€JIOM JOCTHUT-
HYTO COIJIacHe B TOM, YTO B 3THOJIOTUHU 3a00JIeBaHUSA
WTPaeT poJib KOMIUIEMEHT, HO C TIPAKTUYECKOI TOUKU
3peHus B OOJIBIIMHCTBE CIIyYaeB MO-MPEeKHEMY TPYA-
HO BBISIBUTH U3MEHEHHUE B €IMHUYHBIX HYKJICOTHIAX
mwm C3-aedpurnueckoro dakropa [41, 42]. Kpome
TOTO, MHTEPIPETAIHs OMyOJUKOBAaHHBIX JTAHHBIX 3a-
TPyIHEHa B CBA3H C HEOAHOPOIHOCTHIO NPUMEHse-
MBIX MOP(QOJIOTUYECKUX KPUTEPUEB. YCTpaHEHHUE
3THUX MOMEHTOB 0COOEHHO BayKHO, YUUTHIBAS JOCTYTI-
HOCTh aHTUKOMIUIEMEHTHBIX MIPETaparosB.

Buomapxepwi u npeduxmopwi npoenosa

Pone GuomapkepoB B NHMAarHOCTHKE M JIEUEHUHU
C3I'TI 6puta HemaBHO 0606meHa [40]. Ilpumenenme
OMOMapKepoB, TAKUX Kak pacTBopuMblii C5b-9, mis
[IPOTHO3UPOBAHUS OTBETA Ha JICUCHHE OCTACTCs Hesic-
HOM. OcTaroTcs BOMPOCH B OTHOIEHUH KIMHUYECKO-
IO IPUMEHEHHSI PacIIuPEHHON MaHeIn 6MoMapKkepoB
C ENbI0 IMarHOCTHKH, a TIOBTOPHOE HCCIIEJOBaHNE
KOMIUIEMEHTa TpeOyeT JanbHeHIero u3ydenus. Tak-
Ke HeoOXO0IMMO yesATh 0c000€ BHUMAaHUE OIpeie-
nenuto napanporenna mpu C3I'TI [43].

Jleuenue

CoBpemennsiii nogxon k jgedenuto C3I'TI, ocHo-
BaHHBI B OCHOBHOM Ha COOOIICHMAX O CIy4asx U
PETPOCIICKTHBHBIX HCCIICIOBAHUSX, OBLI OIMyOINKO-
BaH panee [40]. BaxupiM mpoOeioM B MOHUMAHHUH
noaxonoB k jeuenuto C3I'TI ocratorcs HemocTaTod-
Hble 3HaHUe ee nartorene3a. CoBpeMeHHbIE METO/IbI
JeyeHus! OBITH SMITUPUYECKH IKCTPATIOIUPOBAHBI C
JIpyTUX TIOMEPYIApHBIX OonesHei. OnrumanbHas
JUIUTENBHOCTh Tepamnuu ocTtaercs HeacHoil. CoBpe-
MEHHBIE PEeKOMEHIAIINH TI0 JISUSHUIO HAIpaBJICHbI Ha
MOJIaBJICHNE OMPEACICHHBIX MEXaHU3MOB (BOcraje-
HUE WIN aKTUBHOCTh TEPMUHAIBHOTO KOMIIEMEHTA)
C TIOMOUIBIO JIOCTYIHBIX TEPANEeBTHUECKUX CPEJICTB
(arTunponudepaTuBHBIX areHTOB WM OJIOKaToOpoB
TEPMUHAIBHBIX CTaJWi aKTUBAIMU KOMIUIEMEHTA).
Jleyuenne akTUBHOTO 3a00J1€BaHUs ¢ ToMoIbio MM®
1 KOPTUKOCTEPOUIOB MPU PETPOCTIEKTUBHOMN OIIEHKE
[I0Ka3aj0 MHOTO00EIIAIoIINe Pe3yIbTaThl B IBYX Ce-
pusix ciydaeB [44, 45], HO He ObUIO YPPEKTUBHBIM B
TpeThell Cepuu CIIy4aeB y MalMEeHTOB C Oonee TsxKe-
JILIM UCXOAHBIM 3a0oneBanrueM nouek [46]. B Henas-
HO OMYOJMKOBAaHHOW PETPOCIEKTUBHOW CEpUU CITy-
yaeB OblJIa ITOKa3aHa O6osiee BhICOKas 4acTOTa reMaro-
JIOTHYECKOTO M MOYEYHOTO OTBETOB, KaK U IMOYEUHas
BbIKHBaeMocTh y manuenTo ¢ C3I'TI u MI'P3, momy-
YaBIINX KJIOH-OPUEHTUPOBAHHYIO XMMHUOTEPAITHIO TI0
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CPaBHEHHIO C KOHCEPBATHUBHBIM HJIM IMMYHOCYIIpEc-
CHUBHBIM JieueHueM [47].

MoHOK/JIOHATbHASI TaMMAaNaTUd PeHAJIbHOIO0
3HAYEHUSA

Ilamocenes

JloximHUYecKre M KIMHUYECKHUE HCCIIEOBAHUS
MIPOJIUIIM CBET Ha MAaTOTeHe3 HEKOTOPBIX 3a0oseBa-
HUI TIOYeK, aCCOIMHPOBAHHBIX C TAaparpOTEHHOM.
Hanpumep, Oonie3Hb OTIOXKEHHS TSDKENBIX IIeTel
00yCIIOBICHO 00pa30BaHUEM YKOPOUCHHOU TSIKEIIOH
enu HWMMYHOIIOOYJIMHA, Y KOTOPOW OTCYTCTBYET
MepBBIM KOHCTaHTHBIN nMomeH (menmeruss CHI) [48,
49]. Cneuuduyeckue GU3NKO-XUMUICCKUE CBOMCTBA
TaKOW YCEUEHHOM TSDKEIOM LeMH MOTYT OOBSICHHUTH
ee Tpomu3M K mouedHoi Tkauu [S0]. borbmuHCTBO
MAI[MEHTOB ¢ OOJIE3HBIO OTIIOKEHUS TAKEIBIX IIeTel
MMEIOT KJIOH TUIa3MaTHYeCKHUX KIJIETOK, KOTOPBIH He
COOTBETCTBYET KPUTEPHUSIM MHOKECTBEHHOW MHEJIO-
Mbl (MI'P3), a yceuennas Tspkenast elb MOKET OBITh
oOHapy’keHa B CHIBOPOTKE M KOCTHOM Mo3re [50].

[Ipu MI'P3 matoreHHBIE MOJCKYIbI UMMYHOTJIO-
OyJIMHOB TPOAYIHUPYIOTCS KIOHOM TIa3MaTHYeCKON
KJIeTku uiu B-kierku. KiioH-opreHTUpOBaHHOE Jie-
YeHHe MOXKeT YAy4IInTh pe3ynbrarsl [47, 50, 517, HO
KJIOH 4acTO He AeTeKTHupyercs. MexyHapoaHas uc-
CJIeJI0BaTeNIbCKasl TPyIIa M0 MOHOKJIOHAJIBLHON TaM-
MmaraTuu peHanbHoro 3HadeHus (International Kid-
ney and Monoclonal Gammopathy Research Group)
pPEKOMEHIyeT BCEM TalMeHTaM C IapanpoTeuH-
ACCOIMUPOBAHHBIM 3200JI€BaHUEM MTOYEK TIPOBOJIUTH
reMaTosiornyeckoe obcienoBaHue, BKIO4as OWOII-
CHIO KOCTHOTO MO3ra, OJJHAKO, 3HaYeHHE MOCIeaHeN
y TanueHTOB 0e3 [eTeKTHPYEeMOro MaparpoTerHa
ocraercst HessCHbIM [47, 52—-54].

buomaprepwr u npeduxmopst npoerosa

[Ipu MHOKECTBeHHOH MueaoMe u AL-amMumonmose
JIOCTIDKEHHE TeMaToJIOTHYEeCKOTo oTBeTa  (yiyd-
IIEHHE YPOBHSA IMPKYJIHPYIOIIETO MaparpoTerHa)
CBSI3aHO C YJIYYIICHHEM OOINECH M MOYCYHON BBIKU-
BaeMocTH [55-58]. Kpome Toro, crabuiu3aiust Win
yiydiieHne GyHKIAN MOYeK U CHUKCHHE TIPOTCHHY-
pUH MOTYT OBITH CBSI3aHBI C JTOJITOCPOYHBIM IIPOTHO-
30M B OTHOIIIECHUH 1ouek [59]. [1osBisiroTcsl naHHbIe
0 BaYKHOCTH JJOCTHKEHHS T€MaTOJIOTHIECKOTO OTBETa
npu MI'P3 [50, 51, 60], HO HesCHO, KaK OIICHUBATH
OTBET y MAIMEHTOB 0e3 JAETEKTUPYEeMOro LHUPKYIH-
PYIOIIETO MapanpoTeHa MOMUMO OLIEHKH CKOPOCTH
kiy6oukoBoit punsrpanmu (CKD) u nporenHypHu.

Jleuenue

MexayHapoqHOM HCCIeA0BaTENbCKON I'PyIION
M0 MOHOKJIOHQJIbHOM TaMMamnaTui peHajJbHOro 3Ha-
yenusi (International Kidney and Monoclonal Gam-
mopathy Research Group) omy0iaukoBaH MOAXOA K
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BeleHuIo nanueHToB ¢ MI'P3, ocHOBaHHBIM Ha MHE-
Huu skcneptoB [61]. Crparudukamus pucka Obuia
OCHOBaHA Ha CTENeHHW JUCOYHKIMH MMOYEK U MPO-
TEUHYPHH, a B CTPATETUSAX JIEUCHUS HCIIOJIb30Bal-
Csl KJIOH-OPUEHTHPOBAHHBIA IOJAXOJ, AHAJIOTMYHBIM
[IOJIXO/TY, TIPUMEHSAEMOMY IS JICYSHHSI MHOKECTBEH-
HOW MHETIOMBI ¥ TUM(OMBI (XMMHOTEPAIIEBTHUECKUE
CXEMBI, TPAHCIUIAHTALUS ayTOJIOTMYHBIX CTBOJIOBBIX
KJIETOK). AHaNMHM3 TPEICTAaBUTEIHLHON CepUd PeTpo-
CHEKTHBHBIX CIy4aeB IMOKa3al, YTO HCIOIb30BaHUE
CXeM Tepamnuy, BKIIOYAIOIMUX Oopre3omud, ObLIO
acCOIMUPOBAHO ¢ 0oJiee BHICOKOH YacTOTOW reMaro-
JIOTHYECKOTO M TOYEYHOTO OTBETOB U YIIyUIICHHEM
[IOYEYHOW BBDKMBAEMOCTH II0 CPaBHEHHIO C paHee
oryOIMKOBaHHBIMU pe3yibraramu [51]. Kak ormeua-
JIOCh paHee, KIIOH-OpPUEHTHPOBaHHAS XUMHUOTEparus
MIPUBOANUT K YAYyYIIEHHE TeMaTOJIOTHYECKOTO M TI0-
yeyHoro oTBeToB y naruenToB ¢ C3I'Tl, accoruupo-
BaHHOM C TAPANPOTENHOM, 110 CPABHEHHUIO C IPYTUMHU
BUJAMH HMMYHOCYIPECCUU WJIM KOHCEPBAaTUBHOIO
neueHus [47].

CymiecTByIOT MPOTHBOPEYHS B OTHOILICHUH Jie-
YeHMsI TMAIMeHTOB 0Oe3 JETeKTUPYeMOro KJIOHa, HO
MOCJIEZIHAE JaHHBIE HEKOHTPOIUPYEMOIO HCCIeO-

BaHHS TOBOPAT 00 3(PPEKTUBHOCTH SMITMPHUYECKOM
xumuotepanuu [53]. K Bemenuto manuentos ¢ MI'P3
PEKOMEH/TyeTCsl IPUMEHEHHE MEXTUCIUTLTMHAPHOTO
OHKOHe(posornueckuii moaxona [62].

[ omepynonegpum, accoyuuposanuwiii ¢ cenamu-
mom C

Pexomenmanimu KDIGO mo mpoduiaktuke, aua-
THOCTHKE M JieueHHto renatuta C mpu XpOHHYECKOH
6ose3nu noyek (KDIGO Clinical Practice Guideline
on the Prevention, Diagnosis, Evaluation and Treat-
ment of Hepatitis C in CKD) 0000maT noaxoa K
JICYCHUIO TaKuX marueHToB [63] (Tabm. 2). Jlanabit
NoAXoJl MOTpeOyeT BaWAM3alUK. BbLIM ONMUCaHBI
Cllydadl Pa3BHTUSl WM TIEPCUCTCHIMH KPHOTIOOY-
JUHEMHUYECKOTO BacKyiIuTa (C win 0e3 MopakeHus
MOYEK) TOCIEe JOCTHKCHUSI YCTOHUUBOTO BHPYCOJIO-
THYecKoro otBera [64—67]. CBsA3aHO 1K 3TO ¢ TPO-
JIoJDKarouenca npoayKuuer B-kneTkamu maToreH-
HBIX UIMMYHHBIX KOMIUIEKCOB, TPEOYET MalbHEUIIIETO
W3yYCHUSI.

QubpunnapHolil 2nomepyiloHeppum

NMMyHOTHCTOXUMHUYECKOE —HCCIIEJOBAaHHE —He-
¢dpodurorara Ha DNAIJBY sBisiercss 4yBCTBUTEIb-
HBIM M CCHU(DUIHBIM MapKepOM ISl JUArHOCTHUKU

Tabnuua 2 / Table 2

Knununyeckoe pykosoacteo KDIGO no nedyeHutio rmomepynoHedpura,
accouuupoBaHHoro ¢ renatutom C [63]

KDIGO clinical practice guideline on the treatment of HCV-associated glomerulonephritis [63]

BapuaHT nopaxeHus noyek

JNeyeHne

qDyHKLI,I/Iﬂ noyek ctabunbHa IA/I/IJ'II/I NnpoTenHypusa He HerpOTI/HeCKOFO npOTVIBOBI/IpyCHaﬂ Tepanua npamMoro LencTeus

YPOBHS

AKTUBHas KpUONOBYMHEMUS, HEPPOTUYECKNIA CUHAPOM Unu BbICTPO | MNPOoTMBOBMPYCHAsS Tepanus NpsiMoro AeACTBYS U UMMYHOCY-

nporpeccupyoLas AMCHOYHKLMS MoYeK

NPeCcCcuBHOE neyeHune ¢ unm 6e3 nnasmoobmeHa

Mopdonorunyecku aktneHblin HCV-accoummpoBaHHbIi rnomepynoHed- | Putykcnmab kak nepsas IMHUS MMMYHOCYNPECCUBHOM
puT, pedpakTepHblii K NPOTUBOBMPYCHOM Tepanumn NPSMoro AeNcTens | Tepannumn

Mpumeuanne. HCV (hepatitis C virus) — Bupyc renatuta C; KDIGO - Kidney Disease: Improving Global Outcomes.

Tabnuua 3 / Table 3

Mpumepsl 6yn.yu.|.ux HanpasJieHu B n3ydyeHumn CS-rnomepynonaTvm, MWMMYHOKOMIMJIEKCHOIro
rnomepynouecbpMTa 1 MOHOKJIOHaJIbHOW raMMaTUn peHasibHOro 3Ha4eHus

Examples of future directions in studying C3-glomerulopathy, immune complex glomerulonephritis,
and monoclonal gammopathies of renal significance

C3-rnomepynonatus

- OnpegeneHne ocobeHHOCTeN aHOMasINIi KOMMJIEMEHTA MNPV MOBTOPHOM TECTUPOBAHUM N Ha POHE NeveHns
- OueHKa CBs31 JaHHbIX HeDPOOMONCUM C KITMHUYECKUMU pedybTatamMu 1 NOCNEeAYIOLLMMN MOPdONOrniecknMm JaHHbIMN
- NiccnepoBaHve cBA3W aHOManMin KOMMJIEMEHTa C OTBETOM Ha aHTUKOMIMIEMEHTHYIO Tepanuio

UMmyHOKOMNNEKCHbIV rmomepynoHedppuT

- OnpepeneHve AMarHOCTUYECKOW, MPOrHOCTUYECKOWN U TePaneBTUYECKON LLEHHOCTU UCCNEA0BaHNS KOMMIEMEHTa
- Onpepenntb, 065124AK0T NI AHOMAaNNM KOMIMJIEMEHTA UCTUHHOW NaTOFreHHOCTBIO UM OTPaXaloT akTUBHOCTb 60ME3HU
- WpeHTudnumkaums rmomMepynspHbIX aHTUFEHOB, YHACTBYIOLLMX B MATOreHes3e

MoHoOKIOHanbHas raMmmaTus pPeHaNibHOro 3Ha4yeHus

- OnpegneneHvie 3Ha4eHnst GUONCUM KOCTHOrO MO3ra y GobHbIX 683 AeTEKTMPYEMOro napanpoTenHa
-MpoBeaeHne PaHaOMU3MPOBAHHBLIX KOHTPOIMPYEMbIX UCCIEA0BAHUN MO CPaBHEHMIO 9DPEKTUBHOCTU 1 6E30MaCHOCTU KIOH-

OPUNEHTNPOBAHHOIO NevyeHnd

- OnpepeneHune ponv ayTonorMyHoOM TpaHCnIaHTaLMm CTBONOBbIX KNETOK
- OnpepeneHvne oNTMMasbHOrO JIeYeHNs NauneHToB 6e3 4eTeKTMPYEMOro KIloHa

- OnpeaeneHne posiv NOAAEPXMBAIOLLEN Tepanum
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JononHuTtenbHas Tabnuua 2 / Table S2

Heo6Gxoaumo nu nepecmatpuBatb pekomeHgauumn KDIGO 2012 ropa no BegeHuto
navonaTuyeckoro memopaHonpoandepaTuBHoro rmomepynoHedppura?

2012 KDIGO GN guideline recommendations related to idiopathic
membranoproliferative glomerulonephritis: Need to be revisited?

Manonatuyeckunin membpaHonponndepaTuBHbIv roMepynoHebput

HeobxoanmocTb nepecmMmoTpa

8.1: OunarHocTuka MIMrH

8.1.1: [laHHble CBETOBOI MUKPOCKOMNUK, AEMOHCTpUpYytoLwme natrepH MIMMH, 4omkHbl BbITb paccMo-
TPEHbl B OTHOLLEHWM 3TUOMIOMMW 1 NaToreHesa npexzae Ha3HavyeHs onpeaeneHHOro Buaa neveHus
(Tabn. 20 B [1]) (HeanddepeHLMPOBaHHbLI YPOBEHb CU/bl OKA3aTeNbCTB)

[a: koHceHcyC noarpynnsl

8.2: JleyeHune nguonatmyeckoro MIMrH

8.2.1: Mbl pekomMeHayeM npumMeHeHve uuknodpochammaa nnm MM® B coueTaHnm ¢ HU3KOM [030iA
KOPTUKOCTEPOUAOB (aNnbTePHMPYOLLAsS CXema NpremMa v eXXeHEBHbI NMPUeM) B TeHEHME He Bonee
6 Mec Ha HaYaNIbHOM 3Tane y B3pOCbIX UKW AeTen ¢ npegnonaraemsiM ngmnonatmndeckum MIMrH, He-
bpPOTUHECKMM CUHAPOMOM M MPOrPECCUBHBLIM CHUKEHNEM (DYHKLM NOYEK

HeT: KOHCceHcyc noarpynnbl

Mpumeuanne. KDIGO - Kidney Disease: Improving Global Outcomes; MM® — mukodeHonata modpetun; MMNMH — membpaHonpoam-

depaTunBHbI romMepynoHedpuT.

¢ubpumnsaproro romepyinonedpura [37, 38]. Pomp
DNAIJB9 B natoreHese 3a00J¢BaHHS OCTACTCS HEHU3-
BecTHOM. JlaHHBIE TIO JeueHuro pudpuuspHoro I'H
BKJIFOYAIOT PE3yJabTaThl HEOOJBINNX HCCIIETOBAHHUIA,
IJie TPUMEHSUINCH Pa3lIUYHbIE METOJbI JICYCHUS, HU
OJIMH M3 KOTOPBIX HE OB OTHO3HAYHBIM [68—72].

Janvuetiwue uccnedosanus

WccnenoBanus, KOTOphIE SBISIOTCS CYIIECTBEH-
HBIMH JJIs1 pa3pabOTKU MPOTOKOJIOB BEJCHHS MAallH-
entoB ¢ C3I'Tl, ummyHokomiiekcHieiM I'H u MI'P3,
npesicTaBieHsl B Ta0m. 3. Pexomennaruu 2012 roxa,
KOTOPBIE JIOJKHBI OBITH TIEPECMOTPEHBI, H3JIOKEHBI B
JlonmonuurenbHoM Ta0MI. 2.

BOJTYAHOYHbIA HEOPUT

TepMmunoJiorus

Mopdonoruueckast Knaccuuranusi BOITYAHOU-
Horo Hedputa (BH) npennoxena International Soci-
ety of Nephrology/Renal Pathology Society system
[73], HO 9Ta KIacCUUKAIWS HE YYUTHIBACT TyOy-
JIOMHTEPCTUIHATBHBIE, COCYIUCTBIE MOPAKEHUS H
nofonutonatuio [74—76]. [lamuentsr ¢ TyOynouH-
TEPCTULUAIBHBIM HOBPEKACHUEM, TPOMOOTHYECKOM
mukpoanruomnarued (TMA) u TIOYEYHBIM BacKyJIH-
TOM HMEIOT XyAIui nporuos [74, 75, 77-80]. Kpome
TOT0, ITaHHAs KJIacCU(UKaLNs HE UMEET J0CTaTOYHOM
KOJIMYECTBEHHON OLICHKHM aKTHBHOTO M XPOHHYECKO-
r'0 IPOLIECCOB, a ONUCATEIbHBIE KATETOPUU — YETKOM
MIPOTHOCTHYECKON LeHHOCTH. [ Oonee TOYHOrO
OTpeleNieHns] KIMHUYECKH 3HAYMMBIX KaTeropHid
B cmekrpe kiaccoB III/IV, Bkmowas 3HAYUMOCTB
CErMEHTAPHO-HEKPOTU3UPYIOIIMX HOPaXKCHUH, He-
00XOIMM TOJXO0A, OCHOBAHHBIA Ha JIOKa3aTeIbCTBAX
[81, 82], Hapsiay ¢ pa3pabOTKOM MmoKa3aTreneil aKTHB-
HOocTH M XpoHuzauuu BH, uto morno Obl BbIIEINTD
MAIMEHTOB, Y KOTOPBIX BEPOSITHA I10JIb3a OT UMMYHO-
CYNpeccUBHOI Tepanuu. MexayHapoaHas paOodast
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rpymnma BegymuX He()ponaToioroB HelaBHO MPEAsIo-
JKujla OOHOBJICHHME CHCTeMbl Kiaccudukanuu Inter-
national Society of Nephrology/Renal Pathology So-
ciety system c L€JIbI0 YCTPaHEHHs TaKUX HEI0YECTOB
crapoii kimaccudukanyuu [83].

B cooTBeTcTBHHM C AMarHOCTHYECKUMU KPUTEPHSI-
MU cucteMHOM kpacHo# Bomyanku (CKB) Systemic
Lupus International Collaborating Clinic (SLICC)
HaJMuie MMMyHOKoMmIiekcHoro I'H B koHTekcTe
BH B couetannu ¢ MoJOXUTEIbHBIM aHTUHYKJIEAp-
HBIM (DaKTOPOM WJIM aHTHTEJAMH K ABYCIUPAIbHOM
JIHK sBmsiercss mocratouHeIM st guarHoza CKB
[84]. SLICC-xputepun CKB npoaeMoHCTpUpOBaIH
OoJsiee BBICOKYIO YYBCTBUTEIBHOCTH MO CPAaBHEHMIO
¢ kputepusimu American College of Rheumatol-
ogy (ACR) c ananoruuHoii cienu(pUIHOCTBIO B UC-
cienyeMelx rpynmnax [84]. OnHako NpUMEHUTEIBHO
K Tpynre HalueHTOB ¢ MMMYHOKOMIUIEKCHbIM ['H
SLICC-kpurepuu nmpoaeMOHCTPUPOBAIN 0oJiee HU3-
KyI0 CIIEM(DPUIHOCTD MO CPABHEHHIO C KPUTCPUSIMH
ACR, npu 3TOM HEKOTOpBIE MALMEHTH! ObLIN HEMpa-
BUJIBHO TPAaKTOBaHbI B OTHomIeHMH auarHo3a CKB
[85]. Tem ne menee, SLICC-kputepun mo3BOJISIOT
CTaBUTh MALMEHTaM C BOJYaHOYHO-TIOAOOHBIMH CO-
CTOSIHUSIMH TMarHO3, YTO MOXKET IIOMOYb B JICUCHUH
3a00s1eBaHMsl, a TaKXKe JUIA CTPaxOBaHUS M MOIyde-
HUSI MEIMKAMEHTOB.

IlaTorenes

ITatorenez BH BkitodaeT reHernyeckue, smure-
HETUYECKHE, IMMYHOPETYIATOPHbIE, TOPMOHAJIbHbIC
¢akTops! u BHemHUE (hakTopsl cpeabl [86]. MHOXe-
CTBEHHBIC TCHHbIEC TOJTMMOP(U3MBI CBSI3aHbI C ITOBbI-
menHbM puckom CKB w/mmm BH [87]; mHOTHE U3
HHUX BKJIIOYAIOT B CeOsl PETYISLHIO KJIETOK MMMYH-
HOI cucCTeMBbl U TyTH UMMyHoperymsauuu [86—88]. B
HACTOSIIEE BPEMSI HET SIBHBIX KJIIMHUUYECKUX TPEHMY-
[IECTB TE€HETHYECKOro TecTUpoBaHusa. OnHAKO UICH-
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TUPHUKALUS OTHX MTOTUMOP(U3MOB Jajia TOHUMaHUE
B oTHomeHnM matorene3a BH [87, 89, 90]. [Tauuen-
Tl ¢ BH adpukanckoit momyssiiyu u ajiesieM pucka
aToJIMIIONPOTENHA | UMEIOT MOBBIIIEHHBIN PUCK He-
OJIaronmpUATHOTO IIPOTHO3a B OTHOIICHUH Mmouek [91],
TeM He MeHee, ONpeiesieHIe ATOTO aJlIessl He BBITION-
HSAIOT PyTHHHO, & PUCKU M TPEUMYIIIECTBA TECTHPO-
BaHUS HA aIlOJHUIIONPOTEeUH | He0OXOMUMO YTOUYHUTE.
Buomapkepsl 1 IpeIMKTOPHI MPOrHO3a
IIpomeunypus, ecemamypus, 0cadok Mouu, pdc-
yemnasn CK®
Hert xakoro-to omHoro 6uomapkepa, KOTOPBIA MOT
05l peackasbpiBath pazsutie BH y nanmentos ¢ CKB
unu penuauea BH y nanneHToB Bo BpeMsi pEMHUCCHHU.
[Iporennypus, remMaTypus, aHaJIU3 MOYEBOTO OCA-
Ka U KpeaTHHHUH ChIBOpOTKU (pacuetHass CK®D) [92]
OCTAIOTCSI BAXKHBIMH IS [uarHocTuku BH m Monmn-
TOpUHra OoTBeTa Ha Tepanuto. luarno3 BH nosken
OBITH MOATBEPKIeH MOpdonaorudecku. CyIecTBYIOT
OTPaHUYCHMSI IPUMEHEHUS dTUX KIMHUYECKUX Map-
kepoB. [loBTOpHBIC HCCIEMTOBAHUS OUOIICHU TTOYKHU
[MOKa3aJIM, YTO MAIUEeHTHI C pa3pelIeHneM IpOoTenHy-
pUHU ¥ HOpMaJIM3alned CHIBOPOTOYHOTO KpEeaTHHHHA
MOTYT BC€ €elle IEMOHCTPHPOBATH THCTOJIOTHYECKYIO
aKTUBHOCTb M Ha060poT [93-97]. Heobxomumsbl uc-
CJIEZIOBAHUS Ul OLEHKH KIMHHUYECKOW 3HAYMMOCTH
TAKOr0  KIIMHHKO-MOP(OJIOTHIECKOTO HECOOTBET-
ctBus. I[Iporennypus crmycts 1 ron okazanach Jiyd-
LIUM MPETUKTOPOM OTIAJICHHOTO MOYEYHOIro MCX0/a
[98—-100]. OnpeneneHre COOTHOIIECHUS OEJIOK/Kpea-
TUHUH B MOY€ HEJJOCTATOYHO TOYHO JIJISI OTIPEIEICHUS
TaKTUKH BeJEHUS, KOTOPOE JIOJHKHO OCHOBBIBATHCA
Ha CYTOYHOH MPOTEHHYpPUU WM COOTHOUIEHHH Oe-
JIOK/KpPEaTUHUH B CyTouHON Moue [101].
Hccneoosanue AT k osycnupanvuou [JJHK, C3-,
C4-¢pparxyuii komnnemenma, anmu-C1g-anmumen
KomOuHaIust MOBBIIEHHOTO YPOBHS aHTUTEN K JBY-
crmpanbhoit JJHK (AT nc/IHK), HM3K0TO YpOBHS CBHI-
BOPOTOYHOTO KomruiemMenTa M aHTH-Clg-aHTHTEN Tec-
HO cBsizaHa ¢ nopaxenuem nouek npu CKB n nomxna
KOHTPOJIMPOBATHCS Y TMALMEHTOB C PUCKOM Pa3BUTHSA
permmuBa BH [102, 103]. YpoBHU MOTYT M3MEHSITHCS
3a HECKOJIBKO MecsiiieB J10 peuuansa BH, u To, kak 3tn
M3MEHEHHS CBSI3aHbI C PUCKOM PELIUINBA, TOJKHO OBITh
OIIPE/IENIEHO B TIPOCTIEKTUBHBIX HCCIIEIOBAHUSX.
Hosvie buomapkepol 6 kposu u moue
Heckonbko MOTEHIIMATFHO HOBBIX CHIBOPOTOYHBIX
U MOYEBBIX OMOMapkepoB ObLTH U3yueHBl mpu BH
[104-107]. OTn nmoTeHIMaIbHBIE MapKepbl TPEOyIOT
MIEPCTIEKTUBHOTO MCCIEIOBaHMs B Hjeane B KIUHH-
YECKUX UCTBITAaHUSAX. BronHe BeposTHO, 4TO maHe-
a1 6uoMapkepoB OyayT HEOOXOTUMBI JUISI TOUHOTO
oTpenesieHns pUcKa, MPOrHO3a peIanBa, Ompeje-

JICHUsI JISUeHHsl, MOHUTOPUHTA PEaKkIK Ha JIEUCHHE
Y OLIEHKH MporHo3a. Takke Mpu 3TOM MOXET UMETh
3HAYCHUE MOJICKYJISIPHOE HCCliejoBanne HedpoOuorn-
tata [108-110].

Jleyenue

Anmumansputinvle cpeocmsa

JleyeHre nNPOTUBOMAISIPUHHBIMM IIpenaparamu
pexomenyercs ais Beex mnauueHToB ¢ BH. HaGmro-
JaTeNbHbIe W TPYTMIOBBIE MCCICOBAHUS TOKa3aJH,
YTO TMPOTHUBOMAISAPUIHbBIE TpPEnaparsl YMEHBIIAIOT
BeposTHOCTh pasButus BH y manuentoB ¢ CKB u
CBSI3aHBI ¢ 0oJiee BBICOKON BEPOSTHOCTHIO IMOIHOTO
MOYEYHOTO OTBETA Ha JICYeHHE, a TAK)KEe C HU3KOM Be-
POSITHOCTBIO PA3BUTHUSI TEPMUHAIBHON ITOYEUHON HE-
nmocratounoctu [111-114].

Kopmuxocmepouosi

HecmoTpss Ha TO, 4TO KOPTUKOCTEPOMIBI TOYTH
YHUBEpCaJIbHbl B cxeMax JieueHuss BH, oHu umeror
3HAYUTEJbHbBIE KPATKOCPOUHBIE U JIOJITOCPOUHBIE ITO-
6ounbie dekTrl. [lammentsr ¢ BH 6onee ckioHHBI
K Pa3BUTHIO KOPTUKOCTEPOUI-aCCOIIMMPOBAHHOTO TT0-
BPEXKIICHUSI OpraHoB, YeMm manueHTsl 6e3 BH [115].
‘YMepeHHbIe 1035l HE SBISIOTCS OoJiee 6e30macHbIMH,
YeM BBICOKHE JI03bl CTEPOHJIOB, M CBSI3aHBI C TaKUM
K€ KONMIecTBOM MmoOouHBIX A dekros [116]. IToaTo-
MY, XOTS 3TO BO3MOXKHO HE JUIA BCEX MAlMeHTOB, He-
o0XoMa TOTBITKA CBECTH K MHHUMYMY 103y TOp-
MOHOB (HarpuMep B SKBHUBAJICHTE Ha MPEIHU30JIO0H 5
MT/CyT) BO BpeMms mojyiepkuBaromiei tepamun BH. B
HACTOSAIIEE BPEMS UCCIEAYIOT CXEMBbI C YMEHBIIICHHbI-
MU JI03aM{ WJIM OTCYTCTBHEM IEPOPAIHLHOTO MpHEMa
KOPTUKOCTEPOUIOB M OBICTPHIM CHIDKEHHEM 103 [93,
117, 118] — Aurinia Renal Response in Active Lupus
With Voclosporin [AURORA], NCT03021499; Safety
and Efficacy of Two Doses of Anifrolumab Compared
to Placebo in Adult Subjects With Active Proliferative
Lupus Nephritis [TULIP-LN1], NCT02547922.

Hmmynocynpeccusnas mepanus

B 10 Bpems kak cxemsl Ha ocHoBe LI® ninu MMO®
JUTST UHAYKIIMA PEMHICCHN OCTAIOTCS 30J0ThIM CTaH-
JTapTOM Teparuu i OOMBIIMHCTBA MAI[EeHTOB, CXe-
MBI Ha OCHOBE MHTHOUTOPOB KanbimHeBpuHa (MKH)
OB M3y4eHBI B A3HMH, M OHU YacTO BKITtouatoT MM D
u koptuxoctepouasl ¢ UKH [119]. B xpynmHomM MHO-
TOIIEHTPOBOM PaHIAOMHU3UPOBAHHOM KIMHHYECKOM
uccienoBanun B KurTae cpaBHHBAINM HHU3KHE O3B
MM®, takponumyca U KOPTUKOCTEPOUIOB C €XKe-
MeCsSYHbIM B/B BBejieHHeM LD B coueTaHum ¢ KOp-
TUKOCTEPOUJIAMH JUIsl MHAYKIMOHHON Tepanuu BH.
Pexxum Ha ocHoBe UKH okasancs jiydiie B OTHOLIE-
HUU JOCTHKEHUS MOJIHBIX U YACTUYHBIX PEMHUCCHH CO
cTOpoHBI nouek ciycts 24 nex [119]. Tem He menee,
KyMYJISITUBHAS 4acTOTa OTBeTa Oblja OJIMHAKOBA B 2
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1 no seegeHuio Ud

- MpoBepbTe NPUBEPKEHHOCTb U NPABUNLHOCTb IedeHusn (yposeHb MM®) B KpoBM UM 3anucH

amnarHo3s (Hanpumep TMA)

- NosTOpUTE 6MONCUI0 MOYKM, C/IN eCTb nogo3peHune Ha XpOHI/Id)MKaLI,VIPO npouecca nau /J,perl\/‘l

2
v
- Mepeseaute c MM® Ha LI® naun HaobopoT
3
v - MpUMeHUTE PEXNM KOMBUHALMMK «MynbTUTapreTHon» Tepanum MM®/UKH nan
- fo6aBbTe PUTyKCMMab nnm
4

- MpMMeHNUTE NPONOHIMPOBaHHbIN Kypc B/8 LI

5 cnyyaeB

- Mpumenute BBUT nnm nnasmadepes (ocobeHHo npu coyetaHum ¢ TMA nnum pedpaktepHbim ADC),
HEeCMOTpPSA Ha MUHUMaIbHYO floKa3aTe/lbHY0 6a3y, OCHOBAHHYO Ha OMUCAHUAX KAUHUYECKUX

PucyHok 1. Anroputm BefeHus pedpakTepHOro BOI4aHOYHOro HedpuTa.

Mpumevanne. AAC — aHTndocdonunuanblin cuHapom; BBUI — BHYTpuUBEHHbI MMYHOMMo6ynuH; UKH — nHrimbuTopsl kanbLUMHEBPUHA;
MM® - mukodpeHonara mopeTtun; TMA — TpomboTHyeckas mukpoaHruonatus; Lid — umknodpocdamuma,.

Figure 1. Algorithm for refractory disease in lupus nephritis. APS, antiphospholipid syndrome; CNI, calcineurin inhibitor; CYC,
cyclophosphamide; MMF, mycophenolate mofetil; TMA, thrombotic microangiopathy.

IpyMIax JICYCHUs MPH JUTUTEIHLHOM TIeprojie HaOJro-
nenus [120]. B Texymux HCCleqOBaHUSIX H3Y4aloT
poinb u TokcuuHocTh MKH B aTHHYECKH pa3HBIX IO-
nyssiusix. [IpoTokobHbIe OMONICHN B KIIMHUYECKHUX
ucnbiTanusix d¢dexruBaoctn UKH moryt momous
NPOSCHUTHh HAIUYUE HUMMYHOJOTHYECKOTO OTBETA,
tak kak UKH moryt ymeHbIarh mpoTeuHyputo 0e3
y4acTHsi IMMYHHBIX MEXaHU3MOB.

Hoooepoicusarowas mepanus

[Honnep:xuBaromas Tepanusi ocie HHAYKINHU, KaK
npaBuio, BkiIodaeT MM® unn azatuonpun (A3A)
B COYETAHHWU C HU3KMMH J103aMHU KOPTUKOCTEPOHUIOB
nnn 6e3 Hux. HesicHO, Kak J0Nro mpoaoiKaTh mojl-
JIEpKUBAIOIIYIO Teparnuio. B HegaBHUX KIIMHUYECKUX
WCTIBITAHUSX TMPOJAODKUTEIBHOCTh MOACPIKUBAIO-
LIeH Tepamnuu COCTaBIsIa OT 3 710 5 JIeT, U MHOTHE Ta-
LIMEHTHl OCTABAJINCh Ha MOJIEP’KUBAIOLIEH Tepanun
B Teuenue 10 met [121, 122]. Pexomenmyercs momu-
JIepKUBArOIasl TEPanus B TeYEHHE, MUHUMYM, 3 JIET.

B Hacrosiiiee Bpemsi IPOBOISATCS MCCICIOBAHUS 110
oTMeHe mnomiepkuBatonieir Tepanuu (Randomized
MMF Withdrawal in Systemic Lupus Erythemato-
sus [ALEO6]; NCT01946880). InutensHas moaaep-
JKUBAIOIIAsl TEPAIusi MOXKET ObITh PacCCMOTpPEHa ISt
TPy «BBICOKOTO pucka» (tabim. 4). [IpenBapuress-
HBIC JIAHHBIC MCCJICIOBAHUN TPEIONAratoT, YTo Je-
rienus B-KIIeTok ¢ MOMOIIbIO CXeMbl HA OCHOBE PH-
TykcuMaba B couetanuu ¢ 1{® moryt momoub n3de-
JKaTh NojepkuBatomiei repanuu [117]. 3to momxHO
OBITh TIOATBEPIKICHO B KPYITHBIX UCCIICIOBAHUSX.

Peghpaxmepnoe meuenue

BH wmoxer cuutarbesi pedpakTepHbIM, €CIU Ta-
[UCHT HE pearupyer HU Ha OJHY W3 CTaHJapPTHBIX
cxeM uHAyKiuoHHoW Tepamuu (DO wmun MMO),
MPUMEHSIEMBIX IOC)eAoBaTeNnbHO. [IpenaraemMbii
ajqroput™m BeneHus pedpakrepnoro BH mokasan Ha
puc. 1. Bcerna cnenyer olieHUBaTh MPUBEPKEHHOCTh
K JiedeHH0. VIMeeT CMBICIT TOBTOPUTH OMOTICUIO TT0Y-

Tabnuua 4 / Table 4

naLl,MEHTbI C BOJTHAHO4YHbIM Hecbpvn'om N BbICOKUM PUCKOM He6naronpv|srr|-|oro
no4Yye4yHoro ncxoga (PMCK Bo3pacTtaeT C yBesim4yeHuem ymcna pakropos)

Lupus nephritis patients at high risk for poor renal outcome
(risk increases with the number of risk factors present)

Xapaktepuctuka naumeHTa

Cepornoruyeckne nokasatenm

mctonormnyeckmne nokasarenu

- AdppurkaHckoe nnn naTuHoamepukaHckoe npouc- | - AHTudochonunuaHbie aHTuTena | - MomepynoHedpuT ¢ NONYIYHUIMU

XoXxaeHue

- My>ckow non

- [e6ioT B eTCKOM BO3pacTe

- YacTble peunamBbl

- YacTtunyHas pemuccus

- Heliponcuxumyeckne nposiBneHms

- MpoTenHypusa > 4 r/cyT npy NOCTaHOBKE AnarHo3a

nnu aHTMdochoNUNUAHbLIA CUHAPOM | - TPOMOOTUYECKas MUKpOaHrnonaTms
- CToliKOE CHUXEHME KOMMIeMeHTa
- BblCOKUI TUTP aHTUTEeN K ABYCNn-
panbHon JHK

- Boicokuin Tutp aHtnten k Cl1q

- BblpaxeHHoe TyOynonHTepcTmumanb-
Hoe noBpexaeHne
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KU JJIsl TUarHocTuku aktuBHoro BH u ckneposu-
PYIOIIETO W/WIIM BBISIBUTH HOBBIC THITBI TTOPAKECHUSI
mouek. Js moctosHHo aktuBHOrO BH, ecim myist uH-
JYKIMKU ucnofib3oBajics MM®, nomyctumMo paccMo-
TpeTh BO3MOXKHOCTH Tiepexoza Ha LId nimm HaoGopor.
[Tocne 3TOro MOXHO MPUMEHUTH CXEMbI HAa OCHOBE
putykcumaba niam MKH [117, 119, 128-131].

Oco0ble 00cTOATEILCTBA

V knacc onuanounoeo neghpuma

CymiecTByeT o0I1iee MHCHHE, 9TO TarueHTs ¢ BH
V kjacca ¥ yCTOHYMBOMW MpOTEHHYypHeH HepoTuye-
CKOTO YpOBHS JOJDKHBI IOJy4aThb HUMMYHOCYIpec-
CHUBHYIO Tepamnuio, HO CyIIECTBYeT ¥ MHEHHE O He-
00XOMMOCTH JIeYeHHs TAIMeHTOB C 0osiee HU3KUM
ypoBHeM niporennypun [132]. [Toaromy HEoOxomuMo
YCTaHOBUTH YpPOBEHb NPOTEUHYPHUH, TPU KOTOPOM
MMMYHOCYTIPECCUBHAsT TEpanusi MOXKET AaTh I0JIO-
xuTenbHbI dQdext. Hanbonee yacto neuenne BH
V knacca HaunHaoT ¢ MM®, ipu ero HeapPeKkTHB-
HOCTH MOET OBITh HCIIOJBb30BaH IHKI0o(ochamu.
Hexoroprie uccnemoBareny Takke MpeajiaraiorT uc-
nons3oBarh MKH npu BH V xiacca. Putykcuma®
MOJKET TaKXKe pacCMaTpUBaThCs B Ka4yeCTBE BapHaHTa
neuenuss BH V knacca [133].

Tpombomuueckas MuKpoan2uonamus

TMA npu BH MmoxeT ObITh BeI3BaHa aHTH(HOCPOITH-
muAHBIM cHHIpOMOM (ADC), B TOM YMCIIe aHTUTETIaMU
K KapIMOJIMITNHY, aHTUTeIaMu K B2-mmukonporenny |
Y BOJYAHOYHBIM aHTHKOATYJITHTOM, TPOMOOTHYECKON
TPOMOOLINTONEHNYECKON MypITypOl WIIM aTUITUYHBIM
TeMOJIMTUKOYpeMU4eckuM cuHapomoM [134, 135].
Jleuenne nOKHO OBITH OCHOBAHO Ha dTHOJIOrn TMA
[134]. [ImasmooOMeH moKazaH Py TPOMOOITUTOTIEHH-
YEeCKOM MypIrype, HO OH TakyKe MOXKET OBITh IOJIE3€H B
cydasx pedpaxrepHoro ADC [136, 137]. AHTUKOM-
IUIEMEHTapHasl Tepanus MOXKET paccMaTpuBaThes MpU
karacTpodpuaeckoM ADC, TpoMOOIHMTOTEHUIECCKON
Myprype, ONOCPEJOBaHHOW KoMIuieMeHToM TMA,
u peruause TMA B amnorpancmianrtare [138—141].
AHTHKOATYJITHTBI OCTAIOTCSI CTAHAAPTOM JICUSHUS TIPU
Hamnunn ADC [142]. OngHako BIHMSIHME aHTUKOAry-
JISTHTOB Ha TIOBPEXJIEHHE TOYEeK HE YCTAHOBJIEHO, U Y
MHOTHYX MAIIMEHTOB HAOMIOACTCs CHUIKEHNE (DYHKIIUH
[0YeK, HECMOTPsl Ha NMPHMEHEHHE aHTHUKOAaryIsSHTOB
[143]. mTOR-uHrHOUTOPBI aCCOLMUPOBAHBI C YIyd-
LICHWEM BBDKMBAEMOCTH TIOYEYHOTO TPAHCIUIaHTaTa y
narenToB ¢ ADC-nedpomnarueii B aHamMHe3e, HO He-
00XOTMMBI JabHEHIIINE UCCIIEIOBAHUS B OTHOILIICHUN
takoro 3¢¢pexra mTOR-MHrHOUTOPOB TIPU JICUCHUH
I1aTOJIOTMY HATMBHBIX ToYeK [143].

bepemennocms

[TanmeHTKH, KOTOpble HAXOAATCA Ha MOIEPIKH-
Bafomeld Tepammi MM® u XOTAT 3a0epeMEHETH,

JIOJDKHBI OBITH TiepeBencHB! HAa A3A, Tak kak MM®
o0nagaeT TepaTOreHHBIM CBONCTBOM. AHAJIOTUYHO
OnoKaTopsl PEHUH-AaHTHOTEH3WHOBON CHCTEMBI Clle-
JyeT orMeHuTh 110 3adarus. MKH moryT paccmarpu-
BaThes Uit JedeHust BH Bo Bpemsi OepemeHHOCTH,
€CITH €CTh HEMEPEHOCUMOCTh A3A, WU B COYCTAaHUU
¢ A3A mpu TspkenoM TeueHuu BH, mim B kadecTtBe
nepBu4HOM Tepanuu ipu BH V knacca ¢ nedporuue-
CKHM cHHIIpoMOM [145].

Tpancnaanmayus nouxku

[Tatmentsl ¢ BH uMeroT sKkBUBaJIeHTHBIN WM JTy4-
IIMH TIPOTHO3 MOCIIE TPAHCIUIAHTAIIUY TIOYKH T10 CPaB-
HEHUIO C MAIMCHTaMH, CTPAIAIONIUMH JIPYTUMH TIep-
BUYHBIMH TiIoMepysioHepuramu [146]. Knunnuecku
3HaunMbIi BH penunuBupyer B TpaHCILIaHTAaTE MEHEE
geMm y 20% mammentoB [147-151]. [TauuenTs! mocie
TPaHCIUIAHTAIIUN JTOJIKHBI TPOJOJDKATh MOMydYarh TH-
JIPOKCUXJIOPOXUH M UMMYHOCYTIPECCUBHYIO TEpaIuio
Ha ocHoBe MM®/MKH. IlanueHtsl ¢ peryauBaMu
HEBBICOKOW CTETICHH AaKTHMBHOCTH MOTYT IIOJyYaTh
TOJIBKO MIepopaibHbIE KOPTUKOCTEPOUIbI. [1arrenTs! ¢
peIInBaMU CPETHEH CTETICHN TSHKECTH JODKHBI T10-
Jy4aTh BHYTPUBCHHO KOPTHKOCTCPOUIIBI U YBEINICH-
Hyto 103y MM®. [lanentam ¢ BH ¢ monymyrusmu/
TSDKEITBIM PEIUANBOM CJIETyeT Ha3HAuYaTh KOPTUKOCTE-
pounsl BHyTpuBeHHO U L. Jleuenne MM® cnenyer
MPOJI0JKaTh, TTOKa MalMeHT noiyyaer [{D.

CKB, oebromuposaguias 8 demcmee

Crnyuan paszsutus BH no 16 jer tpeOyror mgans-
HEHIIero u3y4eHus, oJJHaKo, J€TH OOBIYHO HCKITIOUE-
HBI U3 KJIMHUYECKUX uccienosanui no BH. V nerent
MaJIo COMYTCTBYIONIUX 3a00I€BaHUH, HO y HUX Ooee
TSOKeNIoe TeueHne 3aboseBanus ¢ 6ojee BHICOKOI Be-
POSITHOCTBIO TCHETUUYECKUX M3MeHeHUH. CyIIecTByeT
KOHCEHCYC B OTHOIICHHH OTBETAa, PELUANBA U JIeUe-
Hus nerei ¢ nponudeparuBHsiM BH [152]. Jletu ¢
BH V xnacca Hyk1at0Tcsi B IONOJIHUTEIbHOM UMMY-
HOCYIIPECCHH JlaXke TpY MPOTEUHYPHH CyOHEePpOoTH-
gyeckoro ypoBas [153, 154]. ITox srunoit Single Hub
and Access Point for Paediatric Rheumatology in Eu-
rope initiative HeaBHO OBLTH OITyOJIMKOBAHBI PEKO-
MeHaaiuu 1o geuennto BH y nereit [155].

JanbHel e uccjaea0BaHuUs

BH III/IV knacca cieayeT u3ydarb OTIACIBHO OT
BH V xiacca ¢ yuetom ux pa3iau4Horo teueHus. He-
00XOIMMEBI JaHHBIC JIJIST OIICHKU MPEUMYIIECTB JIcUe-
Hus naruenToB ¢ BH V kiacca ¢ mporennypueii cyo-
He(poTrueckoro ypoBHs. Taxke HEOOXOAMMBI BaJu-
JMU3UPOBAHHBIC WHICKCHI THUCTOJIOTHYCCKONW aKTHB-
HocTu. KilMHUYecKue MCTIBITAaHUS TOJKHBI UCTIONb-
30BaTh JaHHbIE OMOTICHUHU TIOYKH CO CPOKOM JJaBHOCTHU
He Oosee 3 Mec, a MPOJOHKUTEILHOCTh UCIIBITAHUS
JTIOJDKHA COCTABJIAITh HE MEeHee 12 Mec I MHIYKIIU-
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HononHuTtenbHas Tabnmua 3 / Table S3

HeoG6xopumo nu nepecmatpuBatb pekomeHgauumn KDIGO 2012 ropa

no BeA,eHUIO BOJI4aHOYHOro Hedpputa?

2012 KDIGO GN guideline recommendations related to lupus nephritis: Need to be revisited?

BonyaHouHbIN HEDPUT

HeobxoaumMocTb nepecmoTpa

12.1: BH | knacca (MMHUMasbHbI Me3aHrnanbHblii BH)
12.1.1: JleseHune naupeHToB ¢ BH | knacca gonmkHoO 6bITb NPOBEAEHO B COOTBETCTBUN C BHENOYEYHLIMU
KIMHUYECKUMU NPOSIBAEHNSAMN BOSTYaHKU. (2D)

HeT: obuiee MHeHMe rpynnbl

12.2: BH Il knacca (me3aHrmanbsHo-nponudepaTuBHbii BH)

12.2.1. Jleyenne naumeHToB ¢ BH Il knacca n npotenHypueii <1 r/cyT AOmKHO OGbiTb NPOBEAEHO B
COOTBETCTBUWN C BHEMOYEYHBIMU KIIMHUYECKMMU NPOSIBNEHNAMM BONHAHKK. (2D)

12.2.2: JleyeHune BH Il knacca ¢ npoteuHypuei > 3 r/cyT A0IKHO BKIHOYATb KOPTUKOCTEPOUAbLI U UH-
rMOUTOPbI KasbLIMHEBPUHA, KaK ONMUCAHO AJ15 601€3HM MUHMMAIIbHBIX U3MeHeHM (cM. [nasy 5[1]). (2D)

HeT: koHCceHcyc noarpynnbl

[a: KoHceHcyc noarpynnbl

12.3: BH lll knacca (ouaroesbiii BH) u BH IV knacca (aud $y3Hbiii BH) — nHaykumoHHasa tepanus
12.3.1: Mbl pekomeHayemM NHAYKLUNOHHYIO Tepanuio KopTukocTepounagamu (1A) B codeTaHnm C LMKNO-
dochamngom (1B) unn MMO. (1B)

12.8.2: MNpu nporpeccupoBaHnv BH (NoBbILLIEHWE KpeaTUHMHA KPOBU, HapacTaHne NpoTeNHypumn) B
TeyeHne NepBbiX 3 Mec NeYeHnss He0O6X0OUMO U3MEHUTbL PEKOMEHAYEMYIO HAUabHYIO TEPANUIo Un
BbIMOJSIHUTE MOBTOPHYO BMOMCUIO MOYKM A1 KOPPEKUUM AanbHelwero nevyeHus. (2D)

Ja: KoHceHecyc noarpynnsbl

HeTt: KOHCeHCYyC noarpynnbl

12.4: BHlllknacca (o4arosbii BH) u BH IV knacca (auddysHbivi BH) — nopaepxuvBaiowias tepanusa
12.4.1: Nocne 3aBepLUEHNS MHAYKUMOHHOW Tepanuu nauyeHTbl ¢ BH Il n IV knacca B kayecTse noa-
OepXMBalOLLEl Tepanuy OONXKHbI Nonyydatb azaTnonpuH (1,5-2,5 mr/kr/cyt) nnm MM® (1-2 r/cyT B
pasfeneHHbIx o3ax) B COYEeTaHUM C HU3KMMU [03aMK NepopasnbHbiX KopTukocTeponaos (< 10 mr/
CYT B 9KBUBAJIEHTE HA NPEAHN300H). (1B)

12.4.2. Mbl npeanaraem UCronb30BaTh MHIMOUTOPbI KanbLMHEBPUHA B COMETAHUN C HU3KMMMK J03a-
MU KOPTMKOCTEPOUIOB B KA4ECTBE NOAAEPXKMBAIOLLEN TEpannn Y NALMEHTOB C HENEPEHOCUMOCTbIO
MM® un azatronpuHa. (2C)

12.4.3. Mbl npegnaraemM npoaosmikaTb Nogaep XKMBatoLLyo Tepanmio He MeHee 1 roga nocne AOCTUXEHNS
MOJIHOW PEMUCCUM, NPEXAE YHEM PaCCMaTPUBATL CHUXEHNE MMMYHOCYyNpeccun. (2D)

12.4.4. Ecnn nonHas pemuccus He Obiia OCTUrHYTa nocne 12 mec noanepXxuBaroLwen tepanum,
Heo6X0AMMO PaCCMOTPETb BO3MOXHOCTb NMPOBELAEHMS MOBTOPHOM GUOMCUM MOYKKU, NPEXIE YeEM
onpeaennTb U3MeHeHns B Tepanun (HeanddepeHUMpPOBaHHbIN YPOBEHb CUJIbl 0Ka3aTENbCTB)
12.4.5. B cny4yae, ecnm guc@yHKLMS NOYEK U/UNK NPOTEUHYPUS HaApacTatoT NPU CHUXEHUU Noa-
LepXuBatoLen Tepanuu, Mbl Npeasaraem ycuanTb UMMYHOCYNPECCUIO A0 NPEXHEr0 YPOBHS (2D)

[a: KoHceHcyc noarpynnbl

12.5 BH V knacca (mem0OpaHo3HbIii BH)

12.5.1: Mbl pekomeHayeM naupeHTam ¢ BH V knacca n HopmanbHOM GyHKLMEN NOYEK M MPOTENHYPUEN
He HePOTUYECKOrO YPOBHS fieveHne HePOnpPOTEKTUBHBIMU M aHTUTMNEPTEH3UBHBLIMU Npenaparamu,
KOPTUKOCTEPOMAAMU N UMMYHOAENPECCaHTaMMN NPU HANNYMN BHEMOYEYHbIX MPOSBAEHUA CUCTEMHOMN
KpacHoWM BoslYaHku. (2D)

12.5.2. Mbl npegnaraem ne4nTb NaLmMeHToB ¢ 4McTeiM BH V knacca n cTorikoi npoTenHypuen Hedpo-
TUYECKOro YPOBHS KOPTUKOCTEPOUAAMM B COYETaHNN C Lmknodochamuaom (2C) unm nHrmbmutopamm
KanbumHeBpuHa (2C), nnn MM® (2D) nnu azatuonpuHom (2 D).

Ja: KoHceHcyc noarpynnebl

12.6: O0wee neyeHve BH
12.6.1: Mbl pekomMeHnayem Nprem rmapoKCUXIopoxmHa (MakCuMasibHas cyTodHas nos3a 6—6,5 Mr/kr) Bcem
nauyeHTam ¢ BH no6oro knacca, ecnvy Hux HeT abConioTHLIX MPOTMBOMNOKa3aHui K aTomy npenapary. (2C)

HeT: koHCceHcyc noarpynnbl

12.7: BH VIl knacca (cknepo3supyiowuii BH)
12.7.1: Mbl pekoMeHayeM neumnTb nauneHToB ¢ BH VI knacca kopTukoctepomaamm n UMMyHoaenpec-
CaHTaMW TOJIbKO B COOTBETCTBUM C BHEMOYEYHbLIMU NMPOSIBIEHNSMN CUCTEMHO KPacHO BoHaHKU. (2 D)

Her: KOHCEeHCYyC noarpynnbl

12.8: Peunaue BH

12.8.1: Mbl pekoMeHayeM NMpoBOanTbL NleveHne peuyamea BH no tem e cxemam MHAYKUMOHHON 1
noaaepXnaaioLlen Tepanmm, kotopas 6bina 9bdeKTUBHOM B MHAYKLUUN UCXOAHOM pemuccun. (2B)
12.8.1.1: Ecnn Bo306HOBEHME NepBOHAYanbHOM Tepanmm 6yaeT CBSI3aHO C MOBbILEHNEM KyMYJisi-
TUBHOW A03bl Umkinodocdammnaa n CoOOTBETCTBYIOLLMM PUCKOM, TO Mbl MPeaiaraem MCrnosib30BaTh
HavasibHYlO CXeMy, He OCHOBaHHYIO Ha uuknodochdamuae (pexum D, Tabn. 28). (2B)

12.8.2: Heo6x0a1M0o pacCMOTPETb BbINOJIHEHME MOBTOPHOM BGMOMNCUM MOYKM NPU PELIMANBE, ECNIN €CTb
noAo3peHne Ha USMEHEHME MMCTONIOMMYECKOro kniacca BH nnv Heo6xoaMmo yTo4HNUTb, C YEM CBSI3aHO
NporpeccupoBaHne NOYEYHON ANCHYHKLMM /UM HApaCcTaHWe NPOTENHYPUN — C aKTUBHOCTbIO 60-
NEe3HU NN XPOHNYECKUMWN N3MEHEHUSMU (HeandPepeHUMPOBAHHbIN YPOBEHb CUJTbl [0Ka3aTENLCTB)

[a: KoHceHcyc noarpynnsbl

12.9: JleueHune pedpakTepHbix ciyyaeB

12.9.1. Y nauneHTOB C HapacTaHWEM KpeaTHUHA U/U NPOTEMHYPUN NOCEe 3aBEPLUEHNS OOHOWN U3
HayasbHbIX CXEM Jle4eHns He06X0AMMO PACCMOTPETL BO3MOXHOCTb MPOBELEHNS MOBTOPHOM Grioncumn
MOYKM, Y4TOObI OTANYMTL akTUBHLIN BH oT cknepo3upyiolero (HeanddepeHLMPOBaHHbI YPOBEHb
CUbl 0,OKa3aTENbCTB)

12.9.2 JleyeHne naumeHToB C HapacTaHMEM KpeaTVHMHA U/UV NPOTEVHYPUM, Y KOTOPbIX UMEET MECTO
akTmBHasa dopma BH no gaHHbIM Groncumn, 4OMKHbI NoyYaTh OOHY N3 albTEPHATUBHbLIX HA4YalbHbIX
cxeM nedeHuns (cm pasgen 12.3 [1]) (HeanddepeHUMpPOoBaHHbI YPOBEHL CUJIbI L0KA3aTENbCTB)
12.9.3 Y naumeHToB, KOTOPbIE PE3UCTEHTHbI K PEKOMEHAYEMbIM Ha4YasIbHbIM PEXUMaM Tepanum (CM.
paspen 12.3 [1]), MoxeT OblTb MCNONBL30BAH PUTYKCUMAO, BHYTPUBEHHbBIA MMMYHONOOYAVUH Uin
VHTMOUTOPLI KanbLmMHEBPUHA (2D)

[la: KoHCeHcyc noarpynnbl
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lMpoaosmkeHne aononHuTeIbHov Tabavubl 3 / Table S3

12.10 CuctemMHas KpacHasi Bol4aHKa U TPOMOBOTHMYECKass MUKpOoaHruonaTus

12.10.1 Mbl pekoMeHAyeM NpYMeEHEHNE aHTUKOAry ISIHTOB (LieneBoe MexayHapoaHoe HOpMann3o-
BaHHOE OTHoLLEeHMe 2-3) y NaumMeHToB ¢ aHTUHOCHONNNUAHBIM CUHAPOMOM C NMOPAXEHNEM MOYEK B
COYeTaHNN C CUCTEMHOI KpacHOM BonYaHkon ¢ nnm 6e3 BH (2D)

12.10.2 Mbl pekoMeHAyeM nauyeHTam C CUCTEMHOI KpacHOM BOJIYaHKON M TPOMBOTMYECKON TPOMBO-
umToneHnyeckon nypnypoii (TTIM) npoBoANTL NIa3aMOOOMEH, KakK 1 NalumMeHTam ¢ TPOMOOTHNYECKO
TPOMOOLIUTONEHNYECKOWN Nyprnypo 6e3 CUCTEMHO KpacHOWN BofYaHku. (2D)

[a: koHceHcyC noarpynnsi

12.11 CuctemHas Bosi4yaHka U 6epeMeHHOCTb

12.11.1 Mbl npegnaraeM pPekoMeHO0BaTh XEHLUMHAM OTCPOYUTb 6EPEMEHHOCTb A0 AOCTUXEHMS
nonHown pemuccuu BH. (2D)

12.11.2 Mbl He pekoMeHAyeM MpuMeHsTb uuknodochdamug, MM®D, MHIMOUTOPLI AHTMOTEH3UH-
npespaLlaoLLero pepmMmeHTa 1 6710KkaTopbl PELLENTOpPa aHrMOTEeH31HA BO Bpemsl 6epemeHHocTH. (1A)
12.11.3 Mbl npegnaraem npogoixaTb NPUEM rMAPOKCUXITIOPOXMHA BO BpeMsl 6epeMeHHOCTU. (2B)
12.11.4 Mbl pekoMeHayem naumeHTkaMm ¢ BH, koTopele 3ab6epemMeHenu Bo BpeMs neveHuss MMO®,
nepenTn Ha azaTnonpuH. (1B)

12.11.5 B cnyyae peunavea BH Bo Bpemsi 6epeMeHHOCTY PEKOMEHYETCS JIEHEHME KOPTUKOCTEPOU-
[aMu B COYeTaHUM C a3aTUONPUHOM B 3aBMCMMOCTU OT TAXeCTu peunauvsa. (1B)

12.11.6 Ecnu 6epemMeHHbIe Noy4aoT KOPTUKOCTEPOUAL! UM a3aTUOMNPUH, TO Mbl peAaraeM, HTobbl 1x
[031POBKA He CHXanach BO BpeMs 6epeMeHHOCTI v B Te4eHne He MeHee 3 Mmec nocne poaos. (2D)
12.11.7: Mbl npepnaraem npuMeHeHne HU3KKX 03 acnvpurHa Bo BpeMst 6EpeEMEHHOCTH, HTOObI CHU-

Jla: KOHCeHcyC noarpynnsl

3uTb pyck notepu nnoga. (2C)

12.12 BHy peteit

12.12.1: Mbl npepnaraem, 4tobbl Aetr ¢ BH nonyyanu 1o xe nedeHune, 4to 1 B3pochnsle ¢ BH, ¢ nepe-

pacyeTtom no CK® n macce tena (2D)

HeT: KoHCceHcyc noarpynmbl

BH nocne tpaHcnnaHTauum

B pykosoacTtBe 2012 roga
[[aHHas TeMa He Oblia oTpaxe-
Ha, HO MO peLLeHnto padoyeit
rpynnbl 4aHHON KOHpEPEH-
LM B CriefyloLuLen Bepcum
pekoMeHpauum aToT acnekTt
[OJIKEH ObITb PACCMOTPEH

MpumeyaHne. BH — BonyaHouHbIin HedppuT; MM® — mukodeHonata modpetun; CK®P — ckopocTb Kinybo4KoBOM dunsTpaumn.

OHHOU TEPANUH W JOJIBIIC TSI OIEHKH YaCTOTHI pe-
OUIUBOB. Pe3ynwrarel, cooOracMbie MalMCHTaMHU,
JIOJIKHBI OBITH BKIIFOYCHBI B TIOCIICAYIOIINE HCCIEH0-
BaHUsI, TAK)KE HEOOXOIMMbI OMOMapKephl ITPOrHO3a U
otBera. Pexomenmaruu KDIGO 2012 roga, KoTopsie
JIOJKHBI OBITH TIEPECMOTPEHBI, M3JI0KCHBI B JIOIOJI-
HUTEILHOM TalII. 3.

AHLUA-ACCOLMNPOBAHHbBIE BACKYJIUTbI

TepmuHoJiorust

AHIIA-acconmupoBannbiii  Backynmut  (AAB)
MIpeJICTaBIACT COOOH IPyMIly BacKYyJIUTOB C IOpaXe-
HHEM COCYJI0B MaJIOTO KayinOpa, KoTopas BKIIIOYAeT
rpanynematos ¢ nonuanruutom (I'TIA), Mukpockomnu-
YECKUH TMOJMAHTMHUT U 303UHO(DUIBHBIN TpaHyieMa-
T03 ¢ monmuanruutoM [156]. Takke onncan BacKynuT
C TIOpaK€HHEM TOJBKO COCYJOB IOYEK. THIHYHBIM
Moponornyeckum mnarrepHom npu AAB saBuser-
Csl OJIMTOMMMYHHBIN (POKaILHO-HEKPOTU3UPY O
I'H u I'H ¢ nonynynusmu. TepMUH OJMrOMMMYHHBIN
03HA4YaeT MaJioe YUCIIO JCTIO3UTOB MMMYHOTIIOOYIH-
HOB M KOMILJIEMEHTA, HO HE UX ITOJIHOE OTCYTCTBHE.

Jna AAB xapaktepHo Hamuyue aHTHHEUTPO-
¢unpHBIX THMTOIIA3Marnyeckux aHturen (AHILA),
cnennuuHbIX K Muenonepokcuaaze (MIIO-AHLIA)
i porennase-3 (ITP3-AHIIA). AHIIA y manueH-
TOB C OJUIOMMMYHHBIM I'H OTCYTCTBYIOT peliko, HO

TaKkHhe cily4dal BCE PaBHO PacCMaTpUBaIOT B paMKax
JTAHHOTO TIaTOJIOTHMYECKoro mporecca. EcTh Heko-
TOpbIE CBUJAETENLCTBA TOro, 4yTo npoueHt AHIIA-
HETaTUBHBIX CIIy9aeB MOXKET PAa3INYaThCs IPH TECTH-
POBaHWM pa3TUIHBIMHA MeToaamu [157].

Hammune y mammenta I'TTA wnmm mMukpockomm-
YECKOTO TIOJMAHTHUTA MOXKET WMETh HEKOTOPYIO
MPOTHOCTUYECKYI0 WH(POPMAIMIO, HO TMPHCYTCTBHUE
AHIIA (MIIO- wmu ITP3-AHIIA) Gonee akTyanbHO,
TaK Kak, MO-BHIMMOMY, OHO JIYHIIIE OMPeaessieT Ipo-
rHO3 W puck permamBa [158, 159]. B reneze AAB
MMEET MECTO TeHeTUYECKNH KOMIIOHEHT, a TeHeTHYe-
cKre paznuunsg Mexy namuertamu ¢ ['TIA u Mmukpo-
CKOTIMYECKUM TIOJHMAHTHUTOM AacCOIIMMPOBAHBI CO
cnerduanocteio AHITA [160].

ITaTorenes

[Tatorenes AAB BKITIOYaeT reHeTHYECKUE, DITUTC-
HETUYECKHe, NMMYHOPETYISTOPHBIE, TOPMOHAIbHBIC
(axTopsl U (BakTopbl BHEIIHEH cpeapl. OTHOCHTEIIb-
HBIN BKJIa]] K&KAOTO M3 3TUX (PAKTOPOB MOXKET BapbH-
poBarh y Kaxaoro narueHTa. [lommmopdusm, cBsizan-
HBIN C TIOBBIIIIEHHBIM prickoM AAB, BKitodaeT cucte-
My aHTHUTEHOB JIEWKOITUTOB YeJIOBEKa (MMMYHHasI pe-
TYISAIMS) ¥ TapTeTHBIE aHTUTEHBI (TIpH 3a00IEBaHUSAX,
acconMupoBaHHbIX ¢ aHTU-IIP3-anTurenamu) [160].
Ponb akTMBanmM cMCTEMBI KOMIJIEMEHTA B TIATOTEHE-
3e AHI[A-accoumnpoBanHoro Hedpura (AAH) Obiia
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BBISICHEHA TIPU MCCIIEIOBAHUSAX TePareBTUYEeCKOro 3¢-
(bexTa MHrHOUTOPOB KOMILTEMeHTa [161, 162].

Buomapkepsl 1 NpeIMKTOPHI MPOrHO3a

IIpomeunypus, eemamypus, ocadok Mmouu, pac-
yemnasn CK®

[Iporennypus, remarypusi, aHaJIu3 MOYH, PacyeT-
Hast CK® 1 Mop(hoJI0THst MOYKH SIBISIFOTCSI BAKHBIMH
KIIMHUYECKIUMH UHCTPYMEHTAMU ISl JUaTHOCTUKH U
neuenus AAH [163]. B Hacrosmee Bpems HE CyIiie-
CTByeT Onomapkepa, KOTOPBIH MOKHO ObUIO OBbI HC-
MOJIb30BaTh ISl TIPOTHO3MpOBaHUs pa3BuTHs AAH
WM peruuBa 3a00seBaHusl.

AHI]A

Kak yBennuenue turpa AHLIA, Tak 1 mOCTOSTHHO
nonoxuTenbHbI TUTP AHLIA B HekoTopoil cTenenn

[ Le6ioT AAB nnu peungms ]

y

[ Mpu paebioTe mopdonoruyeckoe ncciepoBaHme

CBSI3aHBI C PEIUIUBOM 3a00JICBaHUS, HECMOTPS Ha
TO, YTO TOBTOPHbIE OMPEACTCHHS MOI0KUTEILHOTO
tutpa AHIIA HEe cuMTaroTCs MOCTAaTOUYHBIMU TSI U3-
MeHeHus Tepanuu [ 164]. Penuaus daie BcTpedaeTcs
npu [IP3-AHIIA, yem npu MIIO-AHLIA, u moxer
OBITh Ipezicka3at 1o yposuio [IP3-AHIIA[158, 159].
Hosvie buomapkepul 6 kposu u moue
bupMuHremMckasi mkana akTHBHOCTH BacKyJIUTa
(Birmingham Vasculitis Activity Score) u HHIEKC
noBpexxaenus: npu Backynute (Vasculitis Damage
Index) ucmonb3yrOT TPaAUIIMOHHBIE KIMHUYECKUE H
nmabopaTopHble OMOMaPKEPHI IS OIEHKH aKTUBHOCTH
BaCKYJIUTa U SBJSIFOTCS IIEHHBIMH WHCTPYMCHTAMH
MIpU TIPOBeIeHUH uccienoBanuii [165, 166]. Onnako
TpaJULIMOHHbIE Ta0OpaTOPHBIE TOKA3aTeNIn HelOCTa-

[Eblnponporpeccmpy}ou.wlﬁ AABJ

v

MOYKM A/17 YTOUHEHUA BbIPAaXKEHHOCTN NOBPEXKAEHUA ] [

KpeaTHuH > 4 mr/an (354 mkmonb/n) +andoysHas
mnu FH ¢ nonynyHuamm anbseonApHan

v

| remopparus

v v +/-

‘v

L 1 TKC

MHAYKUMOHHaA Tepanua

PuTyKCUMa6 1 TKC L 1 TKC** L® 1 Putykcmab l NnasmoobmeH l
+ [KC** =
7y

A 4

A l ¢
o ] «
A » Pemuccna HET

v A 4

v

PedpakrepHoe 3aboneBaHue:

- HeT ynyyweHnuna B TedeHune 4 Hep,

- YnyyweHune meHee yem Ha 50 % 3a 6 Hep,
neyerus (no BVAS/WG)

- XpoHuueckoe nepcuctupytollee 3abonesaHve
cnycta 6onee yem 12 Hep,

meHee 18 mec HeobxoaMmocTu*

18 mec

y
A3aTMONPUH He PuTyKCMMab npu Putykcnmab no erx
cXeme He MmeHee U3meHeHue Tepanumn***;

A4
[nOCTeI'IeHHO CHM3VITb]

MNMoppeprknBatoLwan Tepanua

cnycTa 24-48
mec

- MpuMeHUTbL pUTYKCMMab, ecam Ao 3Toro 6b110 neveHne
Ll®d (ocobeHHo npu MP3-AHLA) nnm HaobopoT

- Lld nepopanbHo, ecnv paHee 6bina B/8 Tepanus LLd

(1 npmeHeHMe puUTyKCcMMaba HEBO3MOXKHO)

- BBUT 0,4 r/kr B TedeHue 5 aHet 0cOBEHHO Npu Hanuunm
NOCTOAHHOM HU3KOW aKTMBHOCTW 3aboneBaHuA

PucyHok 2. Anroputm nevenus AHLLA-accoummMpoBaHHOro BackynmnTa.

MpumeyaHns. Pemuccusa onpenensieTcs kak OTCYTCTBUE KIMHUYECKUX NPOSIBNIEHNI BaCKynmMTa U akTUBHOCTU rloMepynoHedpuTa
(3HauyeHne 0 no BupmMnHremMckoi Lwkane akTMBHOCTM BackynuTa fisi rpaHysemartosa BereHepa, Birmingham Vasculitis Activity Score
for Wegner granulomatosis [BVAS/WG]). Pemuccus rnomepynoHedpuTa onpenenseTcs kak OTCyTCTBME MUKPOreMaTypum 1 yayylleHne
npoTenHypun 1 GyHKLMK noyek. *Ha ocHoBaHuun nonynsuumn B-numdounTtos B nepudepumn n tutpa AHUA. **B cnyyae 6bICTpOro yxya-
LeHnst GYHKLMN NoYeK YacTo HauYMHAaIOT Tepanumio rMItOKOKOPTMKOCTEPOMAAMU BHYTPMBEHHO B BUAE NySIbCOBOro BBeAeHus ot 500 no
1000 Mr/neHb (MeTunnNpeaHU3010H) B TedeHre 1-3 aHell ¢ nepexooM Ha nepopasbHbIv MpreM. ***BbInofHUTE NOBTOPHYIO 6G1uoncuio
C LeNblo peLleHns 0 HadHa4YeHnn BTOpon nuHumn tepanun. AAB — AHUA-accoummpoBaHHbii BackynuT; AHLLA — aHTMHENTPOdUNbHbIE
uMTonnasmatunyeckme aHtutena; BBUI — BHyTpuBEHHbI MMMYyHOrnobynuH; FKC — rmiokokopTukocTepounabl; M'H — rmomepynoHedpuT;
MP3 - npotenHasa 3; LI - unknodocdamump,.

Figure 2. Treatment algorithm for anti-neutrophil cytoplasmic antibody (ANCA)—-associated vasculitis.

Remission is defined by the absence of manifestations of vasculitis and glomerulonephritis disease activity (Birmingham Vasculitis Activity
Score for Wegner granulomatosis [BVAS/WG] of 0). For glomerulonephritis (GN), remission is considered as absence of microscopic
hematuria and improved proteinuria and glomerular filtration rate. * Based on peripheral B-cell repopulation plus ANCA reappearance.
** In patients with rapidly deteriorating kidney function, corticosteriods are often initiated i.v. as pulse doses of 500 to 1000 mg/d meth-
ylprednisone and given for 1 to 3 days before converting to an oral formulation. *** Consider re-biopsy in order to guide second-line
therapy. AZA, azathioprine; CYC, cyclophosphamide; PLEX, plasma exchange; PR3, proteinase 3; RTX, rituximab.
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TOYHO XOPOUIO OTPa)KalOT aKTHBHOE TeueHue 3a00-
JieBaHME U XpoHHUYeckoe moBpexaenue. [Ipu perpo-
CIEKTHBHOM HCCJIEIOBaHUU puTykcumada npu AAB
(RAVE) xemoxunoBbIi nurang 13 (CXCL13), ma-
TPHUKCHAs METAJIJIONPOTENHA3a-3, TKAHEBbI HHTNOH-
TOP METAIIONPOTEHHA3bI- | TO3BOJISLTH MU PepeHIIn-
poBath akTUBHBIN AAB OT HEaKTUBHOTO Jy4Ille, YeM
CKOPOCTh OCEIaHMs dPUTPOLUUTOB U C-peakTHBHBIN
6emnok [167]. TkaHeBbIil MHTHOUTOP METAJUIONPOTEU-
Hazbl-1 OBLI TydIIUM MapKepoM akTUBHOCTH AAB 1o
utoram uccienoBanus «HAyKIHOHHAs Tepanus y
manueHToB ¢ AAB u OpICTpOTIPOTrpECCUPYIOIINM TJI0-
MepyinoHedpurom B Anonnm» (Remission Induction
Therapy in Japanese Patients With AAV and Rapidly
Progressive Glomerulonephritis, RemIT-JAV-RPGN)
[168]. YpoBenb pactBopumoro CD163 B mMode Tak-
e SBISETCS MHOTOOOCIIAIONINM Il OTIpeNIeIeHUs
AKTUBHOCTU TOYEYHOTO Backynuta [169]. Otu Ouo-
Mapkepsl TpeOyIoT BaIMIU3alluU B HE3aBUCUMBIX U B
njeae NpOCHeKTUBHBIX HCCIIEOBAHUSAX.

Jleuenue

Anroputwm neuenust AAB npuBesneH Ha puc. 2.

Kopmurxocmepouowi

[IpumeHeHne KOPTUKOCTEPOUIOB B BHJIE BHYTPH-
BEHHOTO TyiibcoBoro BBeaeHus ot 500 mo 1000 mr B
JICHB B TeUeHHE OT 1 70 3 mHEel — MpaKTHIeCKH YHUBEP-
CaJIbHBIN TIOAXO I UHIAYKIIMOHHOTO JieueHuss AAB,
0COOEHHO Y MAIEHTOB C KIIMHUYECKON KapTUHOMN ObI-
ctponporpeccupyromero ['H. OgHako MoHOTEepammst
KopTHKOCTeponaaMu Hed(h(heKTHBHA, U BEPOSITHO pa3-
BUTHE KPAaTKOCPOYHBIX M JIOITOCPOYHBIX ITOOOYHBIX
a¢dexroB. MHrnbupoBaHre KOMIUIEMEHTa B CKOPOM
BpPEMEHH MOXKET SABUTHCS JIOTIOJHUTEILHONW CTEPOUI-
penyumpytoieii onmeit B reparmmu AAB/AAH [170].

Hnoyrkyus

D 6b11 IpeAnodTUTETFHBIM HMMYHOJICTIPECCaH-
TOM B TedeHHe necsatwietuii. Hecmorps Ha 3ddek-
TUBHOCTb B OTHOIIeHUU AAB, ero npogup O6e3omnac-
HOCTH TpelOyeT IMOMCKa albTepPHATUBHBIX HE MEHee
3¢ (eKTUBHBIX BapuUaHTOB JieueHUs. HemaBHO ObLIO
JI0Ka3aHO, YTO PUTYKCUMAaO Takxke d3Q(deKTHBEH, KakK
u cxema ¢ npuMmeHerreMm LD mnsa maaykmmn u A3A
B Ka4deCcTBE MOJIEPKUBAIOIIETO JICUEHUS y MalleH-
ToB ¢ AAH n kpeaTMHHHOM CBIBOPOTKU <4 ML/
(354 mxmonw/m) [171-173]. AnbrepHaTUBHBIN MOJ-
X0Jl BKJItouaer ucnoib3oBanue LD nns uHaykiuwy,
a puTykcumaba — Ui MO KUBAIOIIEH Teparnuu.
HewusBecTHO, MTOMKHO U JICYCHUE OBITH PA3TMIHBIM
st MITO- u ITP3-AHIIA, omHako peTpoCIeKTUBHOE
nccnenosanne RAVE mokaszano, 4ro putykcumad
npesocxonuT LI® npu [MP3-AHIIA u Taxxke >ddex-
tuBeH mpu MIIO-AHIIA [174]. B o6senuHeHHOM
aHanmze wuccienoBaHnii «CpaBHEHHE MeETOTpeKca-

Ta WIM a3aTUONPHHA B Ka4yecTBe MOAAEPKUBAIOIIEH
tepamun  AHI{A-acconumpoBaHHBIX — BAaCKYJIUTOB
(WEGENT)» u RAVE knuHIYecKue pa3indus Mex-
ny MPO- u PR3-ANCA-TIO3UTUBHBIMH TallHCHTA-
Mmu ¢ I'TIA we Ob11H oueBHIHEL. Prck peruanba ObLT
0osiee TECHO CBA3aH C BapUAaHTOM 3a00JI€BaHUS, YEM
tanom AHITA [175].

V mnamuenroB ¢ Memuanoii CK® <20 wmui/mun/
1,73 M?, peskuM Ha OCHOBE pUTyKcuMaba (MemTyHa-
pPOAHOE PaHIOMHU3UPOBAHHOE OTKPHITOE HCCIENOBa-
HHUE, CpPaBHMBAIOIIEEe PEXUM Ha OCHOBE PHUTYKCHMa-
0a cO CTaHIApTHBIM PSKUMOM Ha ocHoBe [ID/A3A
MpY JIGYEHUH aKTUBHOTO TeHepain3oBaHHOro AAB
[RITUXVAS]), coctosimuii u3 KOMOMHAIIMK KOPTH-
KOCTEpPOUIOB, puTykcumaba 375 Mr/m? B HENETIO B
TedeHue 4 HeJl ¥ 2 BHYTPUBEHHBIX TYJIHCOBBIX BBEIIC-
Hus L@ ¢ nocieayomyM NIpUMEHEHUEM HU3KUX 1103
CTEpOHJIOB, OBIJT paBHO3HAYEH CTaHIAPTHOMY PEXHU-
MY B BHJIE CTEPOH/IOB B COUETAHUH C BHYTPUBEHHBIM
BBenenne L{® B Teuenune 3—6 mMec ¢ mocienyOmNUM
nepexogoM Ha A3A [176]. Uepes 24 mec ncxon (Kom-
MO3UTHAs KOHEYHas TOYKa: CMEpPTh, TepPMUHAJIbHAS
Mo4yeyHasi HeJJOCTaTOYHOCTh M PEIMJIMB) HE pa3iu-
qaJcs MeXAy rpynnamMu. PeruuBel ObUTH BBISBICHBI
y 21 % manueHToB B rpyIie purykcumadba uy 18% B
KOHTPOJIbHOH Tpymie [177].

THloooeporcusarowas mepanus

[Ipu AAB monmnepxuBaromiasi Teparnusl HadHMHAa-
€TCs T0CIIe TOCTHKEHUSI PEMHUCCHUHN, OOBIYHO CITyCTS
3—-6 Mec mocne Havalla MHAYKINH U, KaK IPaBHIIO,
BrioyaeT A3A wim putrykcumad. He cymectByer
€IMHOTO MHEHHS OTHOCHUTEIBHO IMPOAOJIKUTEIBHO-
CTH ToziepkuBatoiiei repanuu npu AAB. [Ipogosn-
JKUTEIBHOCTDh MOXKET ObITh Pa3HON B 3aBUCUMOCTH OT
tutpa AHIIA u Buna jgedeHus, 1 9To He OBLIO JTOJDK-
HBIM 00pa3oM U3y4eHO.

IIpu TpaguuumonHoi Tepanuu ¢ uHAyknuei LD
U TOANICP>KUBAIOIINM JieueHHeM A3A 4acToTa peru-
JUBOB OblIa HUXKE, €CIH TOCIEeNHAS MPOA0IIKAIACh
B TeueHne 48, a He 24 mec [178]. C mpyroii cTopo-
Hbl — nanmentaM ¢ MITO-AHIIA, koTopbie gOCTHT-
mu pemuccund U npu orcytctBun AHIIA B koHie
WHAYKLIWH, MOKET TOTpeOoBaThcsi Oosee KOPOTKUN
Kypc TOAJepKUBAIOIIEH Tepanuy. JTO OCHOBAHO Ha
HaAOJIIOICHUH O TOM, YTO OOJIBIITMHCTBO MAI[EHTOB C
MHUKPOCKOTTMYECKUM ToninanruutoM (MI1O+), mosmy-
YHUBIIMX OJMH Kypc u3 6 nHpy3uil purykcumada 6e3
KaKoi-1100 TOAIepKUBAIOLIe Tepanuu, He UMENn
pEIUANBOB B cpenHeM B TeueHue 66 mec [179]. On-
HAKO MaJIOBEPOSATHO, YTO ITOT MOAXOA MOXKET OBITh
npuMenuM nipu ['TIA ¢ anTUTETIaMH K MUEJIOTIEPOKCH-
nasze [175]. B peTpoCeKTUBHBIX U TIPOCIIEKTHBHBIX
MCCIIEZIOBAHUSX MCIIOIb30BAIHM PUTYKCUMA0 ISl TTOJI-
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Tabnuua 5 / Table 5
Mpumepbl pa3nnyHbIX CXeM Ha OCHOBEe
puTykcumaba ans UHAYKLWUU 1 PEMUCCUN NPpU
AAB (no gaHHbIM IUTEpPaTypbl)
Examples of various rituximab-based regimens
for induction and remission in AAV
that have been used in the literature

Uupykunsa

1 pa3 B Hepenio B TeveHne 4 Hep B/B B fo3e 375 mr/m? [171,
172] vinun 2 pasa kaxaple 2 Heg, 750 mMr/m? (MakcuManbHas 03a
1000 mr) [182]

1 pas B Hepenio B TeueHune 4 Hep, B/B B 103e 375 Mr/m? 1 fanee
cnycta 1 mec 1 pas B mecsu, aBaxapl [179, 186]

MNoppepxuBalowas Tepanus

750 mr/m? (makcumanbHas gosa 1000 mr) kaxable 6 mec [180-
183]

750 Mr/m? (makcumanbHas nosa 1000 mr) kaxable 4 mec [181]
750 mr/m? (makcumanbsHas fo3a 1000 mr) kaxasle 6 mec B Te-
YyeHue 24 mec [184]

750 mr/m? (makcumanbHas go3a 1000 mr) kaxaple 12 mec [183]
375 mr/m? kaxgable 6 mec [183]

500 mr B 1-11 1 15-e gHW, 3aTem vyepes 5,5 mec 1 CHOBa Kaxple
6 mec, B 06LLelt cnoxHocTu 5 o3 B TedeHne 18 mec [185]

Mpumeyanne. AAB — AHLLA-accoummpoBaHHbI BackynuT; AAV —
ANCA-associated vasculitis.
JepkaHus peMuccuu pu AAB, HO eTMHOTO MHEHUS
OTHOCHUTENFHO JO3MPOBKH TPH TONACPKUBAIOIICH
1 JaXKe WHAYKIIMOHHOW Tepamuu HeT (Tadi. 5) [172,
177, 180—-186]. Taxke HESICHO, CIEAYET JU MPUME-
HATh PUTYKCHMaO TIO OMpENeNeHHOW CXeMe WIN
TOJIFKO TIPY BOCCTAHOBJICHWH TOMYJISIIAA B-KIIeToK.
OTOT MOMEHT B HACTOSIIEE BPEMS N3ydaeTCs B CPaB-
HUTEIIEHOM WCCIIEIOBAaHUH JBYX PEXKHMOB PHUTYK-
cumaba mpu pemuccnn AHI[A-accommumpoBaHHOTO
Backymmurta (Comparison Study of Two Rituximab
Regimens in the Remission of ANCA-Associated
Vasculitis; MAINRITSAN 2; NCT01731561).

Pegpaxmepnoe meuenue

VY manueHToB ¢ HapacTaHWEM KpeaTHHWHA H/WIN
MIPOTENHYPHUH TIOCTIe TIePBOHAYAIBHON Teparuu cie-
IyeT OLIEHUTHh MPUBEPKEHHOCTH K JedeHnio. Kpome
TOTO, CJIEAYyeT PAacCMOTPETh TOBTOPHYIO OHOIICHIO
MTOYKH, YTOOBI OIEHUTHh BBIPAKEHHOCTh AKTHBHOTO
1 XPOHUYECKOTO TPOIECCOB, a TAKXKe BBIIBUTH HO-
BBI€ BapHaHTHI MOBpEeXIeHHs nodek. lpn Hammann
AKTUBHOTO MTOBPEXICHHUS JICUCHHE TOJKHO OBITh U3-
MEHEHO Ha JIpyroi pexxuM (Hampumep nepeBon ¢ LD
Ha pUTYKCHMa0 WA Ha000poT).

Oco0ble 00cToATEILCTBA

Ponv nnazsmoodomena

[InazmooOMeH cnemyeT paccMarpuBarh TpPU Ts-
xkemoM AAH [chIBOpOTOUYHBIN KpeaTHHUH> 5,6 MT/
1 (495 MKMOIe/1)| w/unmu nudGy3HBIMA TTOTYITY-
HusaMu. [ImasMooOMeH Takke MOXKET HrpaTh poilb
npu AAB u nuddy3HONH anbBEeOTIpHON TemMoppa-
ruu. Poip Tura3sMooOMeHa y ManueHTOB C JISTOYHBIM
KPOBOTEUEHUEM H/WIIM MEHEee TSDKETBIM BapHaHTOM
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MOpayKEeHUS MTOYEK U3y4aroT B uccienoBannu «Ilmaz-
MOOOMEH U TIIIOKOKOPTHUKOHBI IS JICYSHHUS BACKY-
JIUTa, aCCOIMMPOBAHHOTO C aHTH-HEUTPOQUITBHBIMH
nuroruiazMarnueckumu antutTenamu («PEXIVASy)
(NCT00987389).

3abonesanue, dedromuposasuiee 6 demcmee

AAB y gereil cnenyer u3y4arb oTesnpHO 0T AAB
y B3pocibix [187]. beum pazpaboraHbl nemuarpude-
CKHE IIKaJIbI 7151 OLIEHKU aKTUBHOCTH M CTETEHH I10-
Bpexkaenusi. Cpenu neteit ¢ AAB nMeeT MecTo BhICO-
Kasi gyacToTa nopaxenus nodek (75%), B OCHOBHOM y
neBodek (65 % mo cpaBHeHmto ¢ 40-45 % Bo B3pocCoi
nomymanmu) [188]. PannoMusupoBaHHBIX KOHTPOJIH-
PYEMBIX HCCIENOBAaHUN y AETell HE MPOBOAWIM, HO
IPYIIIOBBIC UCCIIEIOBaHMS TIOATBEPKAAIOT (D (heKTHB-
HOCTh Kak L|®D, Tak u purykcumabda [189, 190].

JdanbHelue uccjaea0BaHuUs

JlanmpHeWIme McciIeIoBaHusl JOJKHBI OBITH Ha-
mpaBieHsl Ha m3ydeHue LD-pemymupyromiero a¢-
(dexTa OMONOTMYECKUX AarcHTOB (HAalpuUMep aHTH-
B-knetounas tepanus) ¥ CTEPOHI-PEAYLUPYIOIIETO
a¢(ekra TaKUX HOBBIX areHTOB, KaK HHIHOUTOPBI
KoMIUIeMeHTa. KinmHuyeckas posib 1 9KOHOMHYECKas
PEHTA0ENBHOCTh PUTYKCHMa0a TIPU TSDKEJIOM TI0pa-
JKeHUH TI04YeK, a TaKKe ONTHMajbHBIE CXEMBbI MOJ-
JIepKUBAIOIIEH Teparnuy OCTAIOTCS HEOlpeIeIeHHbI-
Mmu. [locnenyromue KIMHAYECKHUE HCTIBITaHUuST AAB
JOJDKHBI YIUTHIBATH TOATPYIINHI TAITHEHTOB, CTPATU-
¢dunmpoBaHHbIe B cOOTBeTCTBHH ¢ onTuoMm AHILIA,
OBITH OPHEHTHUPOBAHBI HA WJACHTU(DUKALIMIO MAIHEeH-
TOB C BBICOKHM PHCKOM (HAIlpEMeEp C COIMYTCTBYIO-
IIMMH 3a00JI€BAaHUSIMH) M Pa3IUUns MEXTy aKTHB-
HBIMH U XpOHWYECKMMHU (popmamu 3a00JEBaHUS IO
HEMHBA3WBHBIM OnMoMapkepam. Beibop cooTBeTcTBY-
IOIIMX KOHEYHBIX TOUEK UMEET pelIaroliee 3Ha9YeHne
U JIOJDKEH OBITh YTOUHEH B MOCIIEIYIOIUX HCCIIEI0-
BaHUSAX. AHAJIOTUYHO OIpeesIeHHe ONTHUMAIBLHOTO
BPEMEHHU JIJIS1 OLIEHKH MEPBUYHON KOHEUHOW TOUKU U
MUHUMAJIBHOW TMPOAOIKUTENFHOCTH KIMHHUYECKOTO
HCCIICZI0BAHUS/TIOCIICAYIOIIET0 HAOIOACHHS TPeOy-
eT JajbHelnero u3ydeHus (KOHCEHCYC JKCIIEpTOB
MIPEUIOKIIT MUHIUMYM 0T 12 1o 24 mec). Kpome Toro,
HE0OXOIMMO BKIIIOYUTH JaHHBIC O JICICHUH U TI000Y-
HBIX 3(QdeKTax, mpenocrapiseMble MalueHToM. Pe-
komernanuu KDIGO 2012 romga, KOTOpbIE JOJKHBI
OBITH IEPECMOTPEHBI, N3TI0KEHBI B JOMOTHUTEIHHON
Tabn. 4.

SAKJIKOMEHUE

Co Bpemenu myonukanuu pexkomesaanuii KDIGO
2012 1o BeAEHHUIO TIOMEpPYIOHEe(PPUTOB BAKHBIN
nporpecc ObLT CcAeNIaH B HAIPaBJICHUU OIpe/eIeHUs
6onesnn (manmpumep C3I'Tl), ymydmenus auarHo-
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JononHuTtensHas Tabnuua 4 / Table S4

Heo6xooumo nu nepecmartpusBatb pekomeHgauun KDIGO 2012 roga no Be4eHUI0 BacKynuTa,
aCCOLUMMPOBAHHOIO C aHTUHENTPOPUIJIbHBIMU LNTOMJIa3MaTUYECKUMU aHTUTENamm?

2012 KDIGO GN guideline recommendations related to anti-neutrophil cytoplasmic
antibody-associated vasculitis (AAV): Need to be revisited?

AHLIA-Backynut

HeobxoammocTb nepecmoTpa

13.1: UHAYKUUOHHOE fieYeHne OJIMrOMMMYHHOI0 pOKasIbHO-CEerMmeHTapHOro HEKPOTU3UPYIO-
wero rnomepynoHedpputa

13.1.1: Mbl pekomeHayemM 1Ucnosib3oBaTb Unkiodochammng, 1 KOPTUKOCTEPOUObI B KAYECTBE NHOYK-
LMOHHOM Tepanuu. (1A)

13.1.2: Mbl pekoMeHAyeM MCMNoNb30BaTh PUTYKCMMAb U KOPTUKOCTEPOUALI B KA4ECTBE asibTepHa-
TVBHOW CXeMbl MHAYKLIMOHHOM Tepanumn y naumeHToB 6e3 TAXeNoro TedyeHns 3abonesaHns Unm npu
HaNM4YMN NPOTUBOMOKA3aHWM K NpUMeEHeHno Lmknodocdammaa. (1B)

[a: KOHCEeHCyC NoArpynmnbl

13.2: OcoGble rpynrbl NauueHToB

13.2.1: Mbl pexoMmeHayem NnpuMeHeHne nnadmadepesa y naumeHToB, Hy>XKAAIOLWNXCS B Ananmse nam
¢ BbICTPO HapacTalLWmM kpeaTuHuHoMm. (1C)

13.2.2: Mbl npeanaraem npuMmeHeHne nna3madepesa y nauneHToB ¢ AnddysHbIM anbBEONSPHbBIM
KpoBoTeyeHmeMm. (2C)

13.2.3: Mbl npeanaraem npruMmeHeHne nnaamadepesa y naumeHToB ¢ NepekpecTHbIM CUHOPOMOM —
coyeTaHnem AHLIA-Backynuta v aHtu-I'BM-HedpurTa B COOTBETCTBUM C NpeaiaraeMbiMn KpUTEPUAMU
1 cxeMom neyvenuns aHtu-FbM-Hedputa (cm. masy 14 [1]). (2D)

13.2.4. Mbl npeanaraem npekpaTuTb NpuMeHeHne uuknodocdammnaa yepes 3 Mec y NaumeHToB,
KOTOpPbIE MNOYyHaAT AMANM3 U Y KOTOPBIX HET 3KCTPapeHasibHbIX MPosiBNeHnin 3abonesaxus. (2C)

[a: KoHceHcyc noarpynrbl

13.3: MNopaepxueatowan Tepanus

13.8.1. Mbl pekoMeHayem noanep>XnBatoLLyio Tepannio y naumeHToB, 4OCTUrnX pemmccun. (1B)
13.3.2. Mbl npepnaraem npoponxatb NOAAEPXKMBAIOLLYIO Tepanuio B Te4eHre He MeHee 18 mec y
nauneHToB C NOJHOM pemuccueit. (2D)

13.3.3. Mbl He pekoMeHayeM NOAAEPXKMBAIOLLYIO Tepanuio naumeHTam, KoTopble Nnony4yatoT Ananns
1y KOTOPbIX HET 3KCTpapeHasbHbIX NposiBneHnin 3abonesaHus. (1C)

[a: KoHCceHcyC noarpynbl

13.4: BbiGOp npenaparta ans nogaepXxueaiolein Tepanum

13.4.1. Mbl pekoMeHOyeM a3aTnonpuH B o3e 1-2 Mr/kr/cyT nepopasbHO B Ka4ecTBe NoaaepXu-
BatoLen Tepanuu. (1B)

13.4.2: Mbl npeanaraem ucnonb3osats MM® B no3e 11 aBa pasa B AeHb B KA4ecTBe NOAAepXnBato-
e Tepanun y NaLMeHTOB C annepruein nnm HenepeHoCMMoCTbIO azatmonpuHa. (2C)

13.4.3. Mbl npeanaraemMm TPUMETONPUM-CYJSibpbaMeTOKCa30/ B KA4eCTBE A0MOSIHEHMS K NOAAEPXKM-
BalOLLIEV Tepanuun y NaumeHToB ¢ 3a60/1eBaHNSIMU BEPXHUX [AbIXaTeNbHbIX NyTei. (2B)

13.4.4. Mbl npepnaraem MeToTpekcar (HavanbHasa go3sa 0,3 Mr/kr/Hen, MakcumanbHO 25 Mr/Hesn) B
KayecTBe NnoaaepXuBaloLLer Tepanin y naumMeHToB C HeNepeHoCMMOCTbIO adaTnonpuHa n MM®, Ho
He B cnyyae, ecnv CKD <60 mn/munH/1,73 m2. (1C)

13.4.5. Mbl He pekOMeHAyeM MCMNOJIb30BaTb 9TaHEPLENT B KAYECTBE AOMNOHUTENbHOM Tepanuun. (1A)

[a: KoHceHcyc noarpynrbl

13.5: JleueHune peunaguea

13.5.1: Mbl pekoMeHayeM NednTb NaumMeHToB ¢ TskesbiM peunamsom AHLIA-BackynuTa (c yrpo3om ans
KW3HW UKW yTpaTbl OpraHa) B COOTBETCTBUM C TEMU XE PEKOMEHAALMAMMN, 4TO U AN UHAYKLMOHHOM
Tepanuu (cMm. pasgen 13.1[1]). (1C)

13.5.2: Ml npegnaraem neveHune apyrmx peunaneoB AHLIA-Backynnta nytemMm BO30OHOBNEHUS UMMY-
HOCYMNPECCMBHOW Tepanuu Uv ee yCUaeH1s C NMOMOLLIbIO MPenapaToBs, OT/IMYHbIX OT Lmknodochdamuaa,
BKJItOYasi BBEAEHWE NN YBENMYEHME [03bl KOPTUKOCTEPOUIOB, C v 6e3 azatnonpuHa i MM®. (2C)

[a: KoHceHcyc noarpynb

13.6 JleueHue pe3nCcTEeHTHbIX 3a0oneBaHunit

13.6.1 Mpn AHLIA-accoummpoBaHHOM riomepynoHedpuTe, Pe3UCTEHTHOM K MHAYKLUMOHHONM Tepanum
umknodpochdaMmnaom U KOPTUKOCTEPOMAAMM, Mbl PEKOMEHAYEM AobaBneHne putykcumaba (1C) n
BHYTPUBEHHbI MMyHOrobynuH (2C) nnmn nna3madepesa (2D) B kauecTBe afibTEPHATYBbI

[a: KoHceHcyc noarpynnbl

13.7: MoHUTOpPUHI
13.7.1: Mbl npepgnaraemMm He N3MEHsITb MIMMYHOCYMPECCUBHYIO Tepanuio, OCHOBbLIBASICb TONbKO Ha
nameHeHun tutpa AHLIA. (2D)

HeT: KOHCeHcyc noarpynnel

13.8: TpaHcnnaHTauusa

13.8.1. Mbl pekoMeHAYyeM OTNI0XUTb TPAHCMIAHTALMIO A0 AOCTUXEHWS MOMHONM, B TevyeHne 12 mec,
pemMuccum No aKkCTpapeHasnbHbIM NPosiBieHnsM 3abonesanus. (1C)

13.8.2: Mbl pekoMeHayeM He OTKIaAbiBaTh TPAHCMIAHTALMIO Y MAUNEHTOB, KOTOPbIE HAXOOATCH B
MOMHOWM pemmnccuu, Ho Bee ewe ansitoTcs AHUA-nonoxutensHbimu. (1C)

HeT: koHCeHcyC noarpynbl

CTUKHM (HaIpUMep aHTHTeNa K pelentopy Gpocgonu-  Mbl 0 CHX TOP HE 00Ja1aeM TOW WM HHOH YacThiO
nasel A2), BBISBIEHUs CHENUpUUHBIX OHOMApKEpOB  3HAHHS, KOTOPOE HEOOXOAMMO JUIsl ONITHMAJIBHOTO Be-
(manpumep DNAJB9) u mpuMeHeHHs HOBBIX BUIOB  [J€HHUs ManueHtoB. Oco3HaHue OecrepcneKTUBHOCTH
nedyenus (Hanpumep putykcumab npu AAH). Ongna-  JI€YECHHS U IEPCOHATM3UPOBAHHBIN TIO/IXO] K OLICHKE
KO JUISl K&KJI0H OT/IEIbHOM IIOMEpYJIApHOi Goe3sHr — MCXO/IOB, HEOOXOIMMBIE MPH JIH0O0H MIOMEPYIAPHON
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MaTOJIOTUH, B HACTOSIIIEE BPEMS TOJIBKO 3apOKAat0T-
cs. JlanHas KOH(EpEeHIMs TI0 CIIOPHBIM BOIIPOCAM,
BEPOSATHO, HAanOOJIee MOJHO U YECTHO OTpakacT, Ha
KakoM dTalle Mbl HaXOIUMCS ceildac, W HaMedaeT
JlalibHeUIlIe MyTH pa3BUTHSL.

IIpunoxenne

2]Ipyrue y4acTHUKH KOH(pEPEeHINH
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