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NmmyHorno6ynuH A-HedpponaTtusi: COBpeMeHHbI B3rnsg Ha npobnemy n
BO3MOXHOCTU Tepanum

B. B. ®omuH, X. A. Mypkamunosa, V. C. Cabupos, U. T. Mypkamunos

Pestome. B ripencrasneHHoM 0630pe 06CyKaaroTcsl MexaHu3Mbl PasBUTYS, BOMNPOCH! ANArHOCTUKM 1 BO3MOXHOCTY
Tepanuu ummyHornobynuH A-Hecoponartum (IgA-Hegpponatusi). IgA-Hegbponatus npeacTaBnseT coboy UMMYHOKOMITIEKCHOe
ropaxeHue Kinyb04KoB, XapakTepU3yIOLLEECs NPeuMyILIECTBEHHbIM OT/IOXEHNEM B Me3aHrum UMMyHornobynuHa A. IgA-
Hegbponarus 0TBe4YaeT BCEeM KPUTEPUSIM UMMYHOBOCIATUTE/IbHOIr0 3ab6071eBaHUs U SIB/ISIETCS PacrpOCTPAHEHHbLIM TUTOM
XPOHUYECKUX F11IOMEPY10HECDPUTOB BO BCEX CTpaHax Mupa. VIaMeHeHns MOeKynsapHov CTPYKTypbl IgA, HapylweHns
MpoLIeCCoB ero rnnKo3uINPOBaHNS 1 NMoMMepu3aLny, a Takxe 4ernoHupoBaHne rnonuMepHoro IgAl B MesaHruy kiny604koB
niexar B OCHoBe natoreHesa 3aboneBaHus. Pasnnyarot nepBuyHbIe, BTOPUYHbIE, Cropaanyeckue n cemeliHbie goopmbi IgA-
Hegbponarun. 1o KTMHNYECKOMY TEYEHWUIO BbiAENSOT KIacCu4eckuii, 6€CCUMITOMHBIV 1 aTUnNUYHbIV BapnaHTbl Te4eHus IgA-
Hegponartun. KnuHnyeckue npossneHns IgA-Hegoponarnm cKnanbiBaroTCs U3 Makpo- win MUKPOreMarypuu, NpOTenHypun m
aprepuanbHoii runepteH3nn. OKoHYareNbHbI AuarHo3 ycTaHaBINBaETCS C MOMOLLbIO Heghpobyuoncum.
LngpgpeperHumnanbHbivi narHo3 npoBOANTCS MEXAY MO4YEeKaMeHHOV 60/1e3HbH, OrlyX0/bH NOY€EK, BTOPUYHOM
Hegbponarnes, cuHAPOMOM AnbropTa, 601e3HbH TOHKUX 6a3alnbHbix MeMbpaH. B neyeHnn IgA-Hegbponatum ucronb3yTcs
6/10KaTopb! PEHNH-AHI MOTEH3NH-a/1bOCTEPOHOBOV CUCTEMbI, BO3MOXEH MOMOXUTENbHbIN 90DGDEKT TOH3NTIKTOMUN.
InrokokopTUKOMa bI Y LMTOCTATUKY PEKOMEHAYHOTCS MPU HEQOPOTNYECKOM MPOTEUHYPUM, BbICTPOM MPOrPECCHPOBAHIN
3aboneBaHus unn NMpuaHaKkax akTMBHOCTU NOYEYHOro npoLecca rpu Mopghosiornyeckom ncenegosaqmm. [porHo3
671aronpusiTeH, XoTsl NpuMepHo y 40% naumeHToB Yyepe3 15—-20 net HacTyrnaeT Anann3-3aBucuMasl TEPMUHaIbHas No4YeyHasl
HenocTatOYHOCTb.

WmMmyHor nobynuH A-Hedbponatusi — 3T0 MMMYHOKOMMEKCHDIA FIOMEPYNOHEPUT C MPENUMYILECTBEHHBIM OTNOXEHUEM B
mesaHrum ummyHornobynuHa A (IgA) v passmTnem MesaHruanbHoii nponudpepaumm [1]. Bonbwoi Bknan B nccnenoBaHme
npobnem IgA-HepponaTtum BHecnu J. Berger n N. Hinglais, koTopbie B 1968 r. BriepBble YNOMsiHY X 370 3abofieBaHne B
nybnukauum nof HassaHuem «MexkanunnspHole oTnoxeHus IgA-IgG» («Intercapillary Deposits of IgA-1gG») [2].
XapakTepHbIM onsi Bcex cnyyaes 6bino oTnoxeHne nmmyHornobynuHos A n G (IgA n IgG) B Me3aHrum knyboykoB, a Takxe
rematypus [2]. B Tpynax . E. Tapeesoii nogyepknsaeTcs, 4to IgA-HedbponaTns — camblii YacTbli MOPAPONOrMYEeCcKniA Tvn
rnoMepynoHehprTa, OTBEYAIOIWNA BCEM KPUTEPUSM FTIOMEPYNOHEPUTA Kak MMMYHOBOCMANUTEbHOro 3abonesaHus [3].
IgA-HedbponaTnsa xapakTepusyeTcs nponndepaumneinn MesaHrnanbHbiX KNeToK, pacliMpeHneM Me3aHrus, OTNoXeHNeM
WUMMYHHbIX KOoMnnekcos (copepxawmx IgA n 1gG) B mesaHrum n nog sHgotenmem [1, 3]. OueBnaoHo, 4TO TEPMUH «IgA-
HedhponaTus» UCNob3yoT AN 0603HAYEHMS OTAENBHON POPMbI FNoOMepynonaTum, MopdpoIorM4eckuM BapraHToM
KOTOPOR SiBNsieTCsA Me3aHrnonponudepaTnsHbl rnomepynoHedput [1]. B Hawwm oHn B neprnoanyeckux nspanusx IgA-
HedoponaTns YacTo ynoMmuHaeTcs kak 6one3Hb bepxe, cuHapuHrntTHas rematypus [4]. IgA-HedponaTs 0OTHOCUTCS K
Me3aHruonponndepaTmBHbIM rnomepynoHedputam [1]. Mo MHorouncneHHsIM cBefeHmsM IgA-Hedbponatmsa — aTo camas
pacnpocTpaHeHHas Mopdosiornyeckas popma cpean nepBuYHbIX rnomepynoHedpuTos [1, 3, 4].

nuaoeMuonoruvs

CornacHo NofoXeHUsIM KNMHUYecknx pekomeHnaunii HayuHoro obwectsa Hegpponoros Poccumn (HOHP) IgA-HedbponaTus
MOXET HauYMHaTbCs B NtoBOM Bo3pacTe, TEM He MeHee Nk 3a601eBaEMOCTM NPUXOANTCS HA BTOPOE U TPETbE
necatnnetus xumanu [1]. B nybnukauum K. T. Woo 1 coasT. (2019) 0TMEYEHO, 4TO B CTPYKTYPE NEPBUYHbIX
rnomepynoHecpputoB B 20 cTpaHax Mupa Begyluee Mecto 3aHmmaeT IgA-HedoponaTmsa [5]. Kak v npu opyrux gpopmax
rnomepynoHedpuTos, IgA-HedbponaTmen vawe cTpasatoT nmua Myxckoro nona [1, 3]. B uenom no naHHbIM
Hedppobuoncuii IgA-Hedbponatus BoisBnsetcs B 40% cnyyaes [4]. o coBpeMeHHbIM faHHbIM IgA-HedponaTns MmoxeT
NPOSIBNATLCS B CNOpPaANYecKo nnm ceMeinHoi dopme [6]. PaHee 6bino nokasaHo, YTO pacnpocTpaHeHHoCTb IgA-
HedgoponaTtum B eBponeicknx ctpaHax u CLIA coctasnset o1 10% 0o 20%, Torga kak B cTpaHax A3uu yactota
06HapyxeHus noxoant oo 40-45% [1]. Kak nokasaHo Ha puc., BbICOKME NoKasaTenu pacnpocTpaHeHHocTH IgA-
HedpponaTuu HabnopaloTcs B ABCTpanMu, AnoHWM u Ha PuURMnNMHax, NPy 3TOM CPaBHUTENBHO HU3Kas
pacnpocTpaHeHHoCcTb 3abonesaHus pernctpupyetcs B Cunranype, CLUA v Unanm [7].
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Puc. PacnpocTpaneHHocTk IgA-HetponaThi B HEKOTOPLIX CTPaHAX MUPa, %

Mo pesynbTatam uccnenosaHus B. A. [lobpoHpaBoBa v COaBT. B POCCUIACKOM nonynaumn IgA-HedpponaTns Takxe
aBnsieTcs Hanbonee pacnpPOCTPaHEHHO rnoMepynonaTueit ¢ BblpaXXeHHbIMU KIMHUKO-MOP OO MYECKUMI NMPOSIBNEHNSIMU
601e3HM Ha MOMEHT OMArHOCTUKM 1 HebnaronpusTHLIM NPOrHo3oM [8]. OTaenbHO cneayeTt OTMETUTb, YTO MO AaHHbIM
pernctpoe Hegppobuoncum IgA-HedbponaTus B 50% (13—-60%) crnyyaes peunamBmpyeT B TpaHCnnaHTUpoBaHHoM nouke [9].
Mo nocneaHwm ceeaeHusM yepes 20 neT nocne NOATBEPXLAEHHOIO Hedppobroncmeii amarHosa IgA-Hedpponatus y 40%
nauMeHTOB MOXET MPUBECTM K Pa3BUTUIO TEpPMUHANBHON cTaaumn 3abonesaHns noyek [6]. Kpome Toro,
pacnpocTpaHeHHoCTb IgA-Hedponatmn BapbupyeT B 3aBUCUMOCTY OT reorpadpuyeckoro permoHa, npuyem cpeam noaen
6enoit pacbl BCTpe4aeMocTb 3ab0NeBaHUS BbIlLE, YEM YEPHOWA [4].

MNMpepnpacnonaratowme coakTopbl U nNaTtoreHes

VHdeKUMN BEPXHUX U HUXHUX OblXaTeNbHbIX NyTen, raCTPO3HTEPUTbI MHEDEKLIMOHHOW NPMPOabl, BaKLMHALMS,
ynbTpaguoneToBoe ob6y4YeHne paccMaTprBaloTCs B Ka4ecTBe npoeouumpytowero caktopa IgA-Hedoponatum [1].
HekoTopble hopMbl cMCTEMHbIX 3a60neBaHMiA CONPOBOX AAOTCS BO3HUKHOBEHWEM BTOPUYHOW chopMbl IgA-Hedbponatuu.
Mo naHHbiM A. HO. Hukonaesa u coaBT. (2018) IgA-HechponaTus B CeEMbSX HOCUTENEN NATONOrMYECKMNX FTEHOB U NNL, C
cMHIOpOMOM AfbriopTa BCTpeyaeTes valle n bbictpee nporpeccupyet [10]. B nntepatype onucax cnyyai
6bicTponporpeccupytollein IgA-HedoponaTum, conpoBoXxaatoueics oboctpervem 6oneann KpoHa. ¥ 18-netHero
nauueHTa, ctpapawouero 6onesHbo KpoHa 1 nepeHeclero reMnkonakToMumio, 3a YeThipe Mecsilia 1o HarnpasieHus B
HePONOrMYECKYI0 KNIMHWKY BO3HMKNA anapes. MNpu obcnenoBaHnm 66110 YyCTAHOBNEHO HANUYME NPOTENHYPUN 1
MUKporemaTypum ¢ 6biCTpbIM yxyaweHnem doyHkumm nodek [11]. PesynbTat Hedppobuoncum nokasan kapTuHy IgA-
Hedpponartuu, nocne Ha3HaYeHns nynbc-Tepannun MeTUNNPELHN30IOHOM C MOCNenyIoWMM NepexonoM Ha Npuem ero 8
BbICOKOW A03MPOBKE, @ TakXe nepoparbHbIX LMTOCTaTUKOB (OYHKLMS NOYeK y nauueHTa BOCCTaHOBMANACh, a XeNnynoo4HO-
KuLeYHble CUMMTOMBI Bbinn KynupoBsaHsbl [11]. Passutne IgA-HegponaTum Ha ooHe LANTENbHOW Tepanvu 61oNornyecknm
areHToM — UHrMbMTOPOM hakTopa HeKpo3a onyxonu-anba (aganumymad) y 39-neTHel naunmeHTKu, cTpanaowwen
6onesHbto KpoHa, 6bino onucaHo A. K. Singh v ero konneramm [12]. B peTpocnekTneHoM nccnenosanmn N. Champtiaux v
coasT. (2020) cpeamn NaLMeHToB B OCHOBHOM MY>XCKOro nosa, ctpagamowmx aHkunosnpyowmm CnoHaNAMTom u IgA-
Hedpponatuein, B 90% cny4yaes BbigBNsANca B27 annenb 4YenosBe4yeckoro nenkoumtapHoro aHtureHa (Human Leukocyte
Antigens — HLA) [13]. Y nuu ¢ aHkmnosumpyowmm crnoHannutom IgA-Hedpponatusi npmobpeTtaeT 6bICTPONPOrpeccrpyoLwmii
XapakTep, aBTOpbl YTBEPXAAOT, YTO STO CBA3AHO C OTCYTCTBUEM 3HAYMMON 3P PEKTUBHOCTM MHIMOBUTOPOB cpakTopa
Hekpo3sa onyxonu-a (PHO-a) [13]. 3acnyxunBaloT OTAENBHOrO BHUMAHNS pe3y/bTaTthl HELABHEr0 COOBLEHMS O cryyae
CeMelnHom cpean3emMHoMopckon nuxopadku un IgA-Hedoponatum [14]. Y 24-neTHero MyXyvHbl ¢ yCTaHOBMIEHHbIM 9 neT
Hasag KNMUHMYECKMM ONarHo30M «CeMenHas cpean3eMHoMopcKas nnxopaaka» oTMeyanacb MakporemaTypusi u octpoe
noBpeXAeHue NoYek, a npu Hegppoburoncum BeisBAsnach kapTuHa IgA-Hedpponatuu [14]. AHanus reHa MEFV obHapyxun
myTaumio M694V. Kak oTmevaloT uccnegosarenu, Tepanns riaiokoKopTukonaamn gana nonoXuTenbHblil apdekT B Buae
CHUXEHWS MPOTENHYPUU 1 NPUPOCTA CKOPOCTM KNyBOUKOBOM dounbTpauum [14].

Kak nonyepkusatoT poccuiickme n 3apybexHble nccnenosateny, npeapacnonoXeHHocTb K IgA-Hedpponatum

06 bSICHSIETCS HOCUTENBCTBOM ONpPeLeneHHbIX NIoKycoB cucteMbl HLA. B HacTosiwee BpeMsi 06Cy X 4aloTcst Tpuy fokyca ¢
caMbiM CUNTbHBLIM CMIHANoM B 06nacTu rnaeHoOro komniekca ructocoeMectumocTu (Major Histocompatibility Complex —
MHC): HLA DQB1/DQA1/DRB1, BoBne4YeHHble B NpoLECC NpoaykKummn aHturena [4, 9]. ins cemeiHbix goopm IgA-
HedpponaTum 6binun BblaeneHbl cnenytowme nokycel MHC: 6q22-23 (IGAN1), 4g26-31 (IGAN2) n 17q12-22 (IGAN3) [1]. B
HepaBHeM coobuweHun D. Fu n coasT. (2020) 6bin noeHTUduumpoBaH reH STEGALT kak pakTop BOCMPUUMYMBOCTM K
HedoponaTtum, obycnosneHHblin genosmtamm IgA [15]. MokasaHo, 4To nonuMopdmam reHa STEGALT cBsizaH C
YyBCTBMTENBbHOCTbIO K IgA-HedponaTm n KIMHNYECKUM NCXOA0M B MOMNYNAUUA NAUMEHTOB C YCTAaHOBIEHHOM
Hedgopobuoncueit IgA-HedpponaTtueii [15]. F. Sallustio n coaBT. oTMeyvatoT, 4TO NpU cemeliHol chopme IgA-HedbponaTum
NpMMepPHO 66% H6eCCMMNTOMHbBIX POACTBEHHUKOB UMEKOT UMMYHOIOrMYECKUE AedPeKThl B BUAE aHOMASIbHOM CNOHTAHHOM



npoaykumm IgA n3 MOHOHyKNneapHbIX KNeTok nepudoepuyeckoin KpoBu, a TakxXe MnoBsblweHHbIe ypoBHY IgA 1 IgA1 B
cbiBOpOTKE KpoBM [6]. Mpeanonaraetcs, 4To npu IgA-HedoponaTnm HabnogaeTcs akTMBaUms SHyC-KMHasbl, KoTopast
npenctaensieT cobo CEMENCTBO BHYTPUKNETOYHbIX HEPELENTOPHbIX TUPO3NHKMHAS, NEpefatoLmX LLIUTOKUH-
onocpenoBaHHbie curHansl yepes nytb JAK-STAT (Janus kinase/signal transducers and activators of transcription) [16].
Tak kak geduumt ranakto3sbl IgA1 (Gd-IgA1) urpaet pewatolwyto ponb B passmtum IgA-Hedpponatum, psoom
nccnenoBaHuMii nokasaHa ponb akTuBaumm MMMYHHOR cucTembl nocpenctsoM TLR (Toll-like receptor 9) B passutuum
feduunTa ranaktossl [17]. MpoBocnanuTenbHblil LUTOKWH — MHTEpNekuH-6 ycunmeaet cuHte3 Gd-IgA1 npu IgA-
Hedpponartum [17]. B akcnepumeHTanbHOM UccnenoBaHun nokasaHo, 41o aktmeauus TLR9 ycunneaet npoaykumio
HedppuToreHHoro IgA, a Takxe perynupytowero nponugoepauuio nuranga A (APRIL) n nHtepneikuHa-6 B cnneHoumTax
mblwen ddY u B IgA1-cekpeTupylowmx kneTkax Yyenoseka [17]. ABTopbl caenanu BelBoA O TOM, YTO akTusaums TLR9
ycunuBaeT CMHTE3 abeppaHTHO rNKO3NNNPOBAHHOTrO IgA, 4TO Ha MblwnHOW Moaenu IgA-Hedbponatum ONOAHUTENBHO
ycunmeaet nospexaeHune noyek [17]. CneposatenbHo, APRIL n nHTepneinkuH-6 cMHeprmyeckn, a Takxe He3aBmMcmMmo
ycunumeatoT cuHTed Gd-IgA1 [17]. MNpenbloywmwe nccnenosaHms nokasanu, 4To yposeHb Gd-IgA1 B cbiBOpOTKE KPOBU
MOBbIWEH Yy NauMeHToB ¢ IgA-HedoponaTtueit, 4tTo AUKTyeT HeobxoamMMocTb n3MepeHns ypoeHs Gd-IgA1 [18]. B
KNMHUYECKOW NpakTuKe oueHKa KoHUeHTpaummn Gd-IgA1 B cbIBOPOTKE KPOBM MOXET ObITb MONE3HLIM ANArHOCTUYECKUM
TECTOM U MOXET CNYXWTb NPEANKTOPOM NOYEYHbIX McxodoB npu IgA-HedpponaTtum [19]. B gpyrom nccnenosaHum
noJyepkrnBaeTcs ponb oepmeHTa TpaHcrnytamuHassl 2 (TG2) npu IgA-HedpponaTum [20]. TG2 nrpaeT TakXe BaXHyH0
pPOnb NpW HEKOTOPLIX NATONOMMSX, TaKMX Kak uenvakms. IgA-Hedpponatums xapaktepmayeTtcs o6pa3oBaHmem
HedppoTokcmyeckmx komnnekcos IgA1 n pactsopumoro CD89 (sCD89) komnnekca [20]. Kak npasuno, aTu KOMMNAeKChl
n36bITOYHO OTKNaAbIBAIOTCS B noukax. Viccneposatenm nokasanu, 4to komnnekcbl IgA1-sCD89 Bbi3blBAIOT aKTVBALMIO U
nponvgoepaunio MeaaHrnanoHbelx kneTok ¢ aktueaumein TfR1 (Transferrin Receptor 1) n TG2, cBA3aHHOM ¢ 0COBEHHOCTSIMM
IgA-Hedpponatum [20]. 310 B3anmomeicteme TG2-TfR1 ycunusaet Me3aHruanbHoe oTnoxeHue IgA1, cnocobcTeys
pasBMTWIO U NpOrpeccMpoBaHuto BocnaneHus [20]. OnHako aTu faHHble TPeBYIOT AanbHeMWero LeneHanpasneHHoro
nccnenoBaHns ¢ y4eToM reorpadoum n pacosoi NpUHaANeXHoCTn nuu, ctpagaowmx IgA-Hedponatmen.

MmmyHornobynuH IgA

PaHee nokasaHo, 4To 06wuii 06bem npodykuum IgA B opraHvmaMe YenoBeka NpeBbllwaeT BolpaboTKy BMECTE B3SATbIX
aHTUTEN BCEX OCTaNbHbIX KNaccoB, COCTaBNAs 66 Mr B CyTKu Ha 1 Kr Beca Tena, 4To npu macce Tena 75 kr 6nm3ko kK 51 B

cyTku [21]. MOBEPXHOCTb CAM3MUCTBIX YeNoBeka, COCTaBNsIoWas 0kono 400 M2, MOCTOSIHHO KOHTAKTUPYET CO MHOXECTBOM
BUPYCOB, MUKPOOOB, NpOCTeMwmnxX 1 NuiLeBbix 6enkoB. Bo BHEIWHNX cekpeTax MOHOMEPHDI IgA npucyTcTByeT B HE6ONbLWMNX
KOHUEHTpaumsx, a AOMUHUPYIOWNMU ero oopMaMim SBASIOTCS SBNAIOTCS AMMepHble Monekynbl [21]. B. B. Knumosuy n M.
1. Camoinosuy otmeyatoT, 4To IgA npeacrasneH B opraHname 9 CTpyKTypHbIMM BapraHTamm [21]. Monekynbl IgA
OTHOCSATCA K ABYM nogknaccam — IgA1 n IgA2. Kak nokasanu uccnegosartenu, B CbIBOPOTKE KPOBY YENOBEKA NPeBanmpyoT
MOHOMepbl IgA1, cMHTEe3MpyeMble KneTkamm KOCTHOro moara [21, 22], Torna kak numoniHble TKaHW, acCoLMNPOBaHHbIe
CO CNN3NCTbIMK, NPOAYLMPYIOT AMMepHble monekynbl IgA1 n IgA2. Ha nonto ceiBopoTouHoro IgA npuxoautcs 50% Bcero
nyna IgA, npuyemM OCHOBHYO Maccy coctasnset MOHOMepHbIn IgA [21, 22]. CbiIBOPOTOYHLIN IgA BXOOMT B (hpakumio ramma-
rnobynunHoB u coctasnset Ao 15% uMmmyHor nobynmHoB CbIBOPOTKU KpoBK [21, 22]. OH obycnaBnnBaeT MECTHbIN
UMMYHUTET, aKTUBMPYET KOMMNAEMEHT MO anbTepHATUBHOMY NyTWU. 30ECb HYXXHO OTMETUTb, 4YTO B OTAnYKe oT IgM
mMonekynbl IgA nuweHbl yyactka ceasbiBaHus C1q 1 NOToOMy MOryT akTMBMPOBATbL KOMMIEMEHT TONBbKO MO
anbTepHatuBHOMy nyTu [21]. Bpems nonypacnana IgA coctaBnsieT 6—7 CyToK, 4TO ONpenenseT uenecoobpasHyto nepmo-
OMYHOCTb nccnenosaHns Kposu [21]. Mo JaHHbIM MPOBEAEHHbIX NCCNEA0BaHNIA KNETKN NTMMADOULHbBIX TKaHen,
aCCOLMUPOBAHHbIE CO CM3UCTLIMU 060N0YKaMM 1 3K30KPUHHBIMU Xene3amu, CUHTE3NPYIOT NPEeUMYLLECTBEHHO JUMEPHbIE
Monekynbl IgA, NOCTPOEHHbIE M3 ABYX MOHOMEPHbIX MONeKyn IgA, coeanHeHHbIX Mexay coboii B 06nacTy XBOCTOBbIX
yyacTkoB [21, 22]. Kak nokasbiBaloT pe3ynbTaThl UICCNenoBaHWiA, B pa3suTtum IgA-HedpponaTtnm BaxHas ponb 0TBOAUTCS
N3MEHEHUSIM CTPYKTYpbl MONeKy bl IgA, 06yCnoBAEHHbIM HAPYLWEHNEM NPOLLECCOB €€ FNMKO3UTMPOBaHNS 1
NonMMepu3aLmm 1, Kak CneLcTBue, HapyLWeEHNEM ero B3anMoAencTems ¢ benkamm Matpukea, peuentopamm K IgA Ha
Me3aHrmanbHbIX KNeTkax, C KOMMNOHEHTaMM CUCTEMbI KOMNnemMeHTa [21, 22]. 9T0 NpMBOAMT K LENOHUPOBAHUIO
nonumepHoro IgAl B Me3aHrnm, akTuBaumum CUHTE3a KNeTKaMm NoYek pasnnyHbIX LMTOKMHOB U (0akTOPOB pocTa C
pasBMTUEM XapakTepHbIX MOPMONOrMyeckmnx nameHeHn [1].

Knaccudpukauums

Mo AaHHbIM nccnenoBaHuii IgA-Hedpo-nNaTs MoXeT BCTPEUaTbCS Kak M30nMpoBaHHoe 3aboneBaHune Noyex,
0603Ha4YaeMoe kak nepsuyHas doopma [1]. B HekoTopbIx cnyyasx IgA-Hedoponatus passusaetcs npu BUY-nHdekumm,
reMopparu4eckom BackynmTe, XpoHudeckux renatutax B n C [1], aTonmyeckom nepmatute, ncopuase, caxapHom nmabete,
6onesHn Kpona [11, 12], aHkMnosmpyiowem CnoHANANTE, CKIepoaepMUn, Capkonao3e, MykoBucLumuno3se, Tybepkynese,
ONyX0/IN KULWEYHKKa, pake Nerkoro v noaxenynoyHom xenesol 1 T. 4. [14]. BropuyHbie popmbl IgA-HedponaTnm Takxe
MOryT pasBMBaTbCs y NuL, ¢ MeMOPaHO3HbIM rnomMepynoHedpuToM [1]. CornacHo poccuitckmM pekoMeHaaumsm pasnmyaroT
HECKONbKO BAPUAHTOB KNIMHUYECKOr0 TeueHns IgA-HedponaTm: Knaccuieckmnii, 6eCCMNTOMHBIN, aTUNNYHbIN [1].

KnuHnyeckasn KapTuHa

KnuHunyeckune nposieneHus IgA-Hedp-ponaTtm 3HaYMTENbHO BapbUpPyOT 0T 6ECCUMMNTOMHOI remMatypun Ao
6bicTponporpeccupytowero Hegoputa [1, 3]. ¥ 60nbwmMHCTBA NaLMEHTOB OTMeYaeTCs peLmanBmpyowas remaTypus,



BO3MOXHO B coyeTaHuu ¢ 06ocTpeHmem nmbo oCTpoi MHGEKLMER AblxaTenbHbIX NyTei [2].

B psge cnyyaes npu anu3onax Makporematypum nossnstotcs 60nm B nosicHuYHoin obnactu [1]. CnefnyeT NOMHUTDL, 4TO
nosieneHne Mukporematypun npu IgA-HedoponaTtum 6onee xapakTepHo ANs NaUMEHTOB CTapWmUX BO3PaCTHbIX Fpynn, Torna
Kak y Monoabix nvy 3aboneeaHune oeboTUpyeT ¢ MakporeMaTypuein. AnNnsonpl reMatypun MOryT COBMaaaTtb C OCTPbIM
WHGOEKUMOHHO-annepruyeckum aabonesaHnem nubo Tpaemoii [1]. BaxXHO 0TMETUTb, YTO NPW OCTPLIX BOCHANNTENbHBIX
3abonesaHusix IgA-HedpponaTtums MOXeT NPOSBNSTLCS HapyleHeM a3oToBbIAENUTENbHOM oyHKLUMK nodek. Kak npasuno,
rematypus npu IgA-HechponaTum accounmnpyeTcs C NPOTEMHYPUER, BENNYMHA KOTOPOK He npesblwaeT 1 r/c [1]. B
HEMHOr X cryyasx pernctpupyertcs HedppoTtuyeckas npotenHypus. Mpu nepsrnyHoi hopme IgA-Hepponatns moxeT
npoTekatb 6ECCUMMNTOMHO U AMarHOCTUPOBATLCS HA CTa4UM CTOMKOM yTpaThl onbTPaLMOHHON GoyHKLMK noYek [1].
CnepoBaTtenbHO, Ha NPOABUHYThIX cTaamsax IgA-HedponaTum perucTpmpyeTcs NoBbIEHE apTepuanbHOro gasneHus [3].
Hannune aptepuanbHoil runepTeHsnmn npu IgA-HedponaTm cBUAETENbCTBYET O ANUTENBHOM TeyeHun 3abonesaHns nnbo
0 HaCNoOEHUM OCTPOI LMCHYHKLMM NoYeK UM 06OCTPEHNM NOYEeYHOro npoLiecca. Kak oTMeyatoT HekoTopble
uccnepoBaTenu, cterneHb reMatypum npu IgA-Hedpponatum Bo BpeMsi HabnioAeHUs SBNSieTCS HE3aBUCKUMBIM NMPE LMK TOPOM
CHUXEHNS OYHKUUKM NOYEK NOCne KOPPEKTUPOBKU Ha KMHMYECKUe 1 ructonorudyeckne napametpsl [23]. MNokasaHo, 4To
yBENMYEeHne CTeneHn MuKporeMaTtypum 6b110 LOCTOBEPHO CBSI3AHO CO CHUXXEHUEM PacyeTHOM CKOPOCTM KNybBouKoBOiA
cunbTpaunm ot —0,81 Ma/Mun/1,73 M2 (95% [N o1 —1,44 0o -0,19, p = 0,01) Nocne KOPPEKTUPOBKM BPeMeHM
HabnoaeHus 1 npoTenHypun. Tsxxenas MUKporeMatypus, T. €. NosiBiieHne = 21 spuTpounToB B NoJje 3peHus, boina
CBSI3aHa C ellle 6OMbLWUM CHUXEHIEM PACYETHOM CKOPOCTM KNyGOoUKOBOM dounbTpaumm (—3,99 Ma/mMuH/1,73 m2; 95% [ ot
—6,9411 no -1,0552, p = 0,008) nocne aHanorM4HbIX KOPPEKTUPOBOK [23]. Pan nccnenosarenein nogyepkmeaoT
CaMOCTOSATENIbHYIO PONb NPOTEVHYPUM Kak ddakTopa CHUXeHus yHKumm novek npu IgA-Hedbponatum [24]. C gpyroi
CTOPOHbI, BENNYNHA CYyTOYHOI NPOTEUHYpUM (> 3 ) y naumeHToB ¢ IgA-HedpponaTunelt TeCHO Koppenupyer ¢
rMCTOMOPCRONOrMYECKUMM NBMEHEHUSAMU TKaHe nodek [24]. MNMporpeccuposanne IgA-HedoponaTm CUALHO BapbupyeT U1
3aBUCUT OT KIMHMKO-NATONOrMYECKOr0 (PEHOTMNA U NPOLONIXMTENbHOCTY HabntoaeHus [25]. B uenom 4-40% naumeHToB
nporpeccypytoT A0 TepMuHanbHoli ctaauy 3abonesaHns noyek B TeyeHne 10 net [24].

HAdwarHoctuka v gudpcpepeHUnanbHas guarHocTuka

B peanbHol KNMHMYeCKO NpakTuke B anarHocTuke IgA-Hedponatum nomoraet cbop xanob, aHaMHECTUYECKIMX U
06beKTMBHbIX AaHHbIx [1, 3]. JTaBopaTopHble ncCcnefoBaHMS BKIOYAIOT KNMHUYECKUIA aHanMa3 MoYu, rae nosiBneHme
3pUTPOLMTaPHBIX LMINHOPOB yKa3biBaeT Ha nospexaeHue knyboukos [1]. Mo naHHbIM W, H. 3axaposoit 1 coasT. (2019),
apUTPOLNTAPHBIE LIMAMHAPbI MOTYT COAepXaTb pasnnyHoe KONMYEeCTBO 3pMTPOLNTOB [26]. SpmTpoumnTapHbie LUANHAPSI
06HapyxwuBatoTcs Npu 60nbWNHCTBE KNy604KOBbIX 3a60neBaHMii, 0COBEHHO Yy NaLUMEHTOB ¢ Nponudpepaunei
rnomMepynsipHblx knetok. O6HapyXeHne BOCKOBMAHBIX LIMMHAPOB B aHANN3€ MOYU, BO3MOXHO, CUrHANM3NpyeT o
CHUXEHUN dOYHKLUMM noyek. Kpome Toro, Hanmume Om3- 1 n30MOPOHbBIX 3PUTPOLMTOB B COYETAHWUMW C NIMMUAHBIMU KanasMu
B MOYEBOM OCaJlkKe yKasblBaeT Ha TAXEeCTb NpoTemHypuu. Pruamonornyeckas aput-poumnTypms CocTaBnseT oo OBYyX
3pUTPOLIMTOB B 1 MK/ MOYM, N OHA HE OKasblBaeT BANSAHME Ha LBeT Moy [26]. Cnedytowmm warom B sepumkasmm
nmarHosa IgA-Hedbponatum SBNSeTCS OLeHKa CyTOYHOM aKcKpeumm 6enka ¢ Moyoli. BaxHO NOMHUTL, Y4TO Npu
kny6oukoBoi NpoTenHypun 6enok 0bHapyXmnBaeTcs Kak B JHEBHOM, Tak U HOYHON Moue. Mo paHHbIM HayyHoro obuwecTsa
Hedpponoros Poccum (HOHP) Hapaay ¢ nuamepeHuem ypoBHS CyTOYHOM NpoTenHypumn npu IgA-Hedponatm Takxe
HeobxoauMa oLeHKa COOTHoLWeHMst 6enok/kpeaTnHH Moun [1]. Y nuu ctapwmx BO3pacTHbIX rpynn LOMONHATENBHO MOXHO
MPOBECTM 3NeKTpochopes 6ENKOB MOYMN ONS UCKMOYEHUS HANMYNS MOHOKOHANbHbIX nerkmx uene [1]. OueHka cyMMapHo
a30ToBblAENMTENbHOW PYHKUMM Nodek nposoanTtcs no gopmyne CKD-EPI (Chronic Kidney Disease Epidemiology
Collaboration — coTpyH14YecTBO B 061aCTM 3NUAEMUONOM UM XPOHUYECKMX 3a60NieBaHN noyek) B ambynatopHo-
MOMMKNMHNYECKMX YCNOBMSIX, @ B MPOPUbHBIX CTaLMoHapax LenecoobpasHo nccneaosatb OyHKUMIO NOYEK MO METOAUKE
Pebepra—Tapeesa. [(naBHbIM yCNOBMEM NPOBEAEHNS AAHHON METOLNKN SBNSETCS 0ObIYHbIA BOAHBIA peXUM 1 06beMm
CYTOYHOro amypesa He MmeHee 1000 mn. OKoHYaTenbHbIN amarHo3 IgA-Hedoponatum NoATBEPXAAETCA N0 pedynbTaTtam
MOPCPONOrMYECKOro UCCNenoBaHUS MOYEYHOM TKaHWU, NONYyYeHHOR npu Hedppobuoncuu [1, 2]. ObHapyXeHUe rpaHy nspHbIX
neno3nToB IgA B Me3aHruanbHoi obnacTu knybo4ykoB CKIOHSET yaly BecoB B Nonb3y IgA-Hedpponatuu. Kpome Toro, npm
NpoBeLEHNM CBETOBOM MUKPOCKOMNUW BLISBNSIOT 04aroBy Unn Andooy3Hyto Me3aHrnanbHyo nponmgepaumtio,
paclmpeHue BHEKNETOYHOro MaTpukca [1, 2]. O6HapyXeHune nHTepcTmumanbHoro prubposa, aTpotum KaHanbLes,
CKNepo3a CoCyA0B yKasbliBaeT Ha Aaneko 3awenwnii NpoLece U CYNTaeTcs NPOrHOCTUYECKMM Mapkepom npwu IgA-
Hecpponatum [1]. BecbMa BaXHbIM SBNSETCS 0AHOBPEMEHHOE NPOBEAEHWE 3NEKTPOHHON MUKPOCKOMUU 1 UMMYHOGDNTI00-
PEeCLEHTHOro aHannsa 06pasLoB TKaHW NoYkK, rae obHapyXeHue rpaHynspHbIX 0eno3nTos IgA B Me3aHrum u
KanunnspHbIX CTEHKax KnyboukoB, Hepeako B codeTaHum ¢ genosmtamu IgG n C3, cBuaeTenbctByeT B Nonb3y IgA-
HecpponaTtum [1]. Mpu IgA-HedpponaTm Beaywwmm nabopaTopHbIM CUMMNTOMOM SIBASIETCS FeMaTypusi, B CBS3W C YEM ee
cnepyet AandopepeHUMPOBaThL C MOYEKAMEHHOM 60NE3HbIO, ONYXONbo NOYeEK, 60NE3HBI0 TOHKMX 6asanbHbIX MeMOpaH,
cMHApoMoM AnbnopTa, rae Takxe MoryT Habnioaatbes anusonel rematypum [1, 3, 11, 14].

INeyeHune n NporHos

Kak v npu gpyrux tunax rnomepynoHedpuToB, npu IgA-Hedoponatum BaxHa moandgoukaumns obpasa XusHu u guetol. Mpu
aKTMBHOM TeyeHun 3aboneBaHns Unm BTOpUYHo chopme IgA-HedpponaTm MoxeT 6biTb NPefnoXeHa runoannepreHHas
ImeTa, orpaHuyeHne nprema nosapeHHoi conu [1]. dmeta ¢ orpaHmyeHnem benka Heo6xonMMa nNpu CHUXEHUN CKOPOCTM



knyb6oukoBoi cprunbTpaumm Huxe 60 ma/mnH/1,73 M2. Ha HayanbHbIx 3Tanax 3a6onesaHuns, 0CO6EHHO y Ny, Mononoro
BO3pacTa, BO3MOXHO NpOBeAeHNe TOH3NNSKTOMMM, Tak Kak Nocne 3Toi onepauun CHUxXaeTcs yposeHb IgA B CbiBOPOTKE
kposwu [1]. KnuHnyeckn aTo conpoBoX.aaeTcs penyumpoBaHuem annu3ofoB MakporeMatypum n yMeHbLleHneMm
npoTenHypun. Kak ykasblBaloT UCCNeLoBaTENUN, TOH3UINSKTOMMS OnpasaaHa npu 4actoM 060CTPEHNN XPOHNYECKOTO
TOoH3uNNuTa [27, 28]. B HacTosiee BpeMst TOH3MNN3KTOMUS C afeHONAIKTOMMElR unm 6e3 Hee 0CTaeTCst OHOI U3 cCaMbiX
pacnpocTpaHeHHbIX onepaTmBHbIX Npoueayp y aeten [27]. B To xe Bpemsa B negmatpum nokasaHuns K yoaneHno MUHLanvH
ocTarTcs npoTusopeynsbiMm [27]. CornacHo pesynbTatam nocneiHnX NCcnefoBaHuii NONOXUTENbHbIA 3 GEKT
TOH3WNSKTOMUN CBA3aH C YMEHbLIEHNEM NPOAYKLUMN CIM3UCTOM 060104KOA aHOMaNbHO ranakTo3UIMPOBaHHBIX MONEKY N
IgA1 [27, 28]. XoTsa 6akTepuanbHbIi COCTaB KPUMT MUHIOANMH CXO4EH Y NauneHToB ¢ IgA-HedponaTuei n
PeLUaMBUPYIOLNM HAPUHTUTOM, COCTaB NepOpasnbHOro CybrMHrnBanbHoOro MUKpobuomMa MoXeT BbiTb CBA3aH C pUCKOM
pa3suTus IgA-Hedoponatum [27]. TOH3MNNIKTOMUS MOXET MoandMumMpoBaTb 6akTepranbHyto cpedy 1 AeiicTBOBaTb
floKanbHoO, yMeHbluasi puck nporpeccupoBaHust 3abonesanuns npu IgA-Hedpponatun. Posib TOH3MAN3KTOMUN B YMEHbLEHNM
VHDEKLMIA BEPXHMX AbIXaTeNbHbIX MyTEA N MOAMCPUKALMN KUIWEYHOro MUKpobroma TpebyeT aanbHewero ndyyeHus [29].
BennumHa npoTenmHypun 1 cTeneHb NoBbIWEHWS apTepnanbHOro AaBfeHns 0KasblBaloT 3HAYMTENIbHOE BUSHME HA
noyeyHyto BbixXusaemoctb npu IgA-HedpponaTun. MauneHTam ¢ NpoTenHypuen meHee 1 r/c unn M30NMPOBaHHOWA
rematypuver 4ns TOpMOXEHUS NPOrPECCUPOBAaHNS AUCHYHKLMN NOYEK PEKOMEHAYETCS UCNONb30BaHNE UHIMOUTOPOB
aHrMoTeH3uHNpeBpalaiolwero depmenTa (MAMND) nnu 6nokatopos peLenTopos aHrmoteHauHa (BPA) Il [1]. B
peTpocnekTuBHoM nccnenosaHum E. Russo et al. (2020) aHnanuamposanucb gaHHble 145 nauneHTos ¢ IgA-HedbponaTuei
[30]. B TeueHune 67 + 6 MecsueB HabnoaeHus y 33 naumeHToB (B 23% cnyvaes) 3abonesaHne NporpeccupoBasno oo arana
HeobX0oUMOCTM NOYEYHON 3aMecTUTENbHON Tepanun, a 9 nauneHToB (6%) ymepnu. LlenecoobpasHo 0TMETUTb, YTO B
[aHHOM nccnenosaHumn 39% naumeHTos npuHumanu nAlN® nnn BPA |l, 45% — raokokopTukonabl n 16% —

I IOKOKOPTMKOMAB! M MMyHoaenpeccaHThl [30]. MNauuneHTbl, KoTopble AOCTUM N NOYEYHOM KOHEYHOM TOuKM, UMenn Bonee
HW3KYIO MCXOLHYI0 CKOPOCTb KNybo4YKOoBOW chnnbTpaLumm n 6onee BbICOKYIO MPOTEUHYPUIO B HaYane uccnenosanus [30].
Kak oTMeTunm nccnepoBatenm, HU3KME 3HaYEHNS apTepranbHOro AasneHns Obiny He3aBUCKHMO CBSA3aHbI C YMEHbLEHNEM
pucka nporpeccuposaHus IgA-Hedgoponatum 6e3 Kakux-nmbo npua3HakoB 3aBUCUMOCTY J-KPUBOW Aaxe Mpw YPOBHSIX
CUCTONMYECKOro apTepuanbHoro AaesneHns H1uxe 125 mm pT. cT. [30]. Mpwn TpaHcopmaumm NpoTenHypun B
HedpOoTNYECKYIO OOPMY, BBICTPOM CHUXEHUM PYHKLMM MOYEK UM aKTUBHOCTM NOYEYHOro npouecca, NoATBEP X AEHHOrO
C noMoLLbto Hedppobuoncnm, paccMaTpUBaeTCs BONPOC O Ha3HAYEHWUM FIIOKOKOPTUMKOMAOB U uuTocTaTunkos [1, 11, 14].
MetaaHanus, npoeefeHHbln J. Tan 1 coasT. (2020), nokasan NpenMywecTso Tepanun riaokokopTukongamu npu IgA-
Hedoponatum [31]. ABTOpbl MeTaaHann3a caenanu BbiBOA, YTO a3aTMOMNPUH B COYETaHUN C MIOKOKOPTMKOMOA-MU MOXET
6bITb anbTepHaTMBO UMMYHOCYNPECCVBHOM Tepanuy npu aToM 3abonesaHnu [31]. TakponuMyc MOXET YMEHbWNUTb
MPOTENHYPWIO, HO HE CMOCOBEH YNYUIWMTb PYHKLMIO MNOYeEK, U ero No6oYHbIMK achdhekTaMm HeNb3s NpeHebperato, a
LIMKIOCNOPWH He nokasan NpeBocxoAcTsa B neveHun IgA-Hedpponatunm [31].

B cpaBHeHWM ¢ opyrmMm Tunamu rnomepynsipHbix 3abonesaHuii TeyeHne IgA-HedpponatTum cumtaioT GnaronpusiTHbIM.
MpubnnsntensHo y 20—40% nauneHToB ¢ IgA-HedponaTuei 6051e3Hb NporpeccupyeT Ao TePMMHANbHOM CTaanm
MOYEYHO HELOCTATOYHOCTUN UM BO3HMKAET HEOOXOAMMOCTb B MOYEYHOWR 3aMecTUTENbHON Tepanuu B TedeHne 15-20 ner.
Puck TepMmnHanbHoOM NOYEYHON HELOCTATOYHOCTM BbICOK NPU CEMENHON U BTOPUYHON chopme IgA-HedpponaTum [1].
NeyveHwne BTOpMYHOI IgA-HedponaTun 3aBNCUT OT OCHOBHOro 3abonesanus. MNpu IgA-HedpponaTum B accoumaumnm co
cneundunyeckon NHeKUMen nokasaHa NpoTuBoBMpYycHas Tepanus. NpumMeHeHne MMyHOCYNpPeCccaHTOoB OnpasAaHo npu
IgA-HedbponaTm B pamkax remopparmyeckoro Backynura unm akTueHoro cnoHgunoaptputa [10]. 3asepwas 0630p
nnTepaTypHbIX AaHHbIX, MOXHO caenatb cnegyolue BbiBOAbI:

1) B HacToslwee BpeMs IgA-HedponaTus asnsetcs Hanbonee YacTbiM MOPEONOrMYECKUM TUMOM
rnoMepynoHehprTOB, OTBEYAIOWMM BCEM KPUTEPMSIM UMMYHOBOCTNANMTENbHOrO 3aboneBaHuns;

2) 3abonesaeMocTb IgA-HepponaTren 0TMeYaeTCsl BO BCEX BO3PACTHbIX KATEropusix, NPMYEM Yalle cTpaaatoT nmua
MY>XCKOro nona;

3) pasnuyaloT nepBuyHblE, BTOPUYHbIE, CEMEIHBIE, KNnaccuyeckne, 6eccMn-TOMHbIE 1 aTUNMyYHble PopMbI IgA-
Hedoponartuu,

4) B pa3suTun 3aboneBaHns UrpatoT PoNb reHeTnyeckas npegpacnonoxeHHoctb (HLA, MCH) n nposouumpytowume
hakTopbl (MHPEKLUN, MHIPEKLIMOHHO-aNNepruyeckmne 1 octpbole BocnanmTtensHole 3aboneBaHns, npuem
61ONOrnYecKnx areHToB);

5) knuHuyeckas kapTuHa IgA-Hedp-ponaTm BapuabenbHa, BOSMOXHO BbISIBNEHWE U30NMPOBAHHOM remMatypum,
NPOTEeuNHYpUK, a TakXe apTepunanbHOi rMnepTeH3NM NPy NPOLOIXUTENBHOM TeYeHUn 3aboneBaHuns;

6) onarHo3 6asupyeTcs Ha peadynbTaTax MOPOIOrMYecKoro NCCNenoBaHUs TKaHel NoYek: BbisBNeHNe
rpaHynsipHbIX Aeno3uTos IgA B Me3aHrnanbHoin obnactu knybo4ykoB, NPy CBETOBOW MUKPOCKOMUM — 04arosas uim
AndppysHas MesaHrnanbHas nponugepaums, paclumpeHme BHEKNeToYHOro Matpukca. ObHapyxeHue
WHTEpCTULManbHOro (onbposa, aTpodoun KaHanbLeB, CKNepo3a CoCyA0B yKasbiBaeT Ha JANeko 3awewnii npoLece
N cyMTaeTcs NPorHoCcTUYeckKuM Mapkepom npu IgA-rnedpponatun. IgA-Hedpponatuio cnegyet amddepeHunposaTh C
MoYekaMeHHol 6one3Hblo, ONyxonblo NoYek, 6ONe3HbI TOHKUX 6a3anbHbIX MeMOPaH 1 CUHAPOMOM AfbMNopTa;

7) BceM naumeHTam ¢ IgA-Hedopona-Tuein nokasaHbl MHrMbuTopel AM® nnn BPA 1l nns 3amenneHus
nporpeccupoBaHus 3abonesaHus. Mpu akTMBHOM TeYEHUM NATONOMMYECKOro npoLiecca (apTepuanbHas
rMnepTeH3ns, HeppoTuyeckas NPOTENHYPNS) UCTONb3YIOTCA FIOKOKOPTUKOM A U/MAn untocTaTmkm. MNporHos
6naronpusiTeH, HacTynneHme omanus-3aBncuMoin ctagum 3abonesaHuns NpoucxoomnT Yepes 15—-20 net NnpuMepHo y



40% nauyneHToB.
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