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B ob30pe aumepamyps. npedcmabaens. cobpementvle 0anHble 0 uacmome GempeuaemMocnu, SmMuoA02ul,
namoeerese, KAUHUUECKOT U MOphoA02UHecKoll OuazHOCHIUKe, AeueHUl U npoeHose IgA-Hecpponamuu.
Omumeueno, umo IgA-necpponamus - docmamouno 4acmas popma XpoHUHECKo20 eA0MepyAoHedpuma,
OuaeHocmupyemas uauje Bceeo Yy AUl M0400020 U cpedHezo Bospacma. Hepedxo npomexaem AamenniHo
8 hopme usoaupobanroezo moueBoeo cundpoma u npu HecboeBpemennoi duasnocmuke u Aevernuu npubo-
oum K Hebaazonpusmuomy npoerosy. Hauboaee ouckymabesvrvimu Bonpocamu, BuimexaiousuMu U3 anHa-
Ausa pabom no IgA-negpponamuu, abasomcs: kaxoBvl cpokyu HA4AAA MEOUKAMEHINO3HOT mepanuu ma-
Kux boAbHBIX NOCAE nocmanoBKy OuaeHo3a, donycmuma Au BoikudamessHas makmuka 6 AeveHuu, Kaxo-
Bvi nokasanua 045 HepponpomekmubHoil U UMMYHOCYNpeccubHol mepanuu, kpumepuu s¢pgpexmubro-
cmu Aeqenus u npoerosa 3a601e6aHus.

Iockoavky 6 aumepamype K npodiemuviM Bonpocam Hem eduHoeo 100xoda, cyujecmbyem Heodxo0u-
MOCTb USYHEHUA 3HAYUMBIX CHIOPOH 3moeo 3ab04ebanus nouex 6 yciobusax npocnexmubroeo uccaedo-
Banus.

Leav - 000Owums u npoanasusupobams nydauxayuu 8 omeuecmBenHon u 3apydexHon Aumepamype
00 IgA-nepponamuu xax 00HOU U3 HACHTHBIX (DOPM XPOHUUECKO20 2A0MepYAOHedppuma, a marxe 00oc-
HoBamb HeodX0OUMOCHIb USYHUeHUS 0MOeAbHbIX NpobAeMHbIX Bonpocol no duaeHocmKe, AeHeHUI0 U Npo-

2HO3Y 311020 3a004e6aHUA.

KaroueBvie caoBa: IgA-nedpponamuis, xporueckutl eAoMepyAoHepum.

IgA-nedponarus (IgA-H) — nHaubonee pac-
npocTpaHeHHas: (hopMa MEPBUYHOTO MOPAKECHUS
KITy00uKkoB mouek [1]. BriepBeie oHa ObLIa ormm-
caHa maprkckuM Bpadom J. Berger B 1968 T. kak
J0OpOKaYeCTBEHHAs! PEelUANBHUPYIOIIAs TeMaTy-
pus, mposiBistromasics otnoxkenuem IgA u IgG
MIPEUMYIIECTBEHHO B ME3aHTHMH M B MEHbBIIEH
CTEIIEHH MO XOJAYy TJIOMEPYJSPHOH Oa3ambHOMI
membOanbl ([BM) [2].

Yacrora BoisBieHus IgA-H xoneGmercs B
IIUPOKUX TIpenenax — oT 4,7 no 52 % u cocras-
nsiet 5 ciydaeB Ha 100 000 HaceneHus B rof,
Bapbupysl B 3aBUCHMOCTH OT reorpaduyeckoro
peruona: B Esponie u CIIIA Ha 3Ty dopmy rio-
mepynonedpputa (I'H) mpuxoaurcs ot 39,4 nmo
60,0 % OonbHBIX, B ABcTpamuu — 10 46,5 %,
B Azuu — 67,5 % (nepBoe mecto 3anumaeT CuH-

ramyp — 52 %), B SAnornn — 46 %, B CeBepHoit
Wuauu — 10,37 %, B FOxHoit Amepuke — 0,7 %,
B cTpanax Llentpanbnoil nu HOxHoN Adpuxu —
2-3,8 %, B Cankr-llerepbypre IgA-H BbIsABIIA-
ercs y 52 % OonpHBIX Bcemu GopMamu 3aborie-
BaHHUH mouek [3-5].

Cpemn gopm TI'H, sBuUBmIMXCS TpuU4nHON
TEPMUHAIBHOW XPOHUYECKON IOYEYHOU HeENOC-
tatouyHoctd (TXIIH) y »xuteneit ABctpanuu u
Hogoit 3enannuu, Bemyiee Moa0KeHUE 3aHIMa-
et IgA-H — 28 %. B 15 % cnyuaeB oHa npuBo-
qut k TXITH B Teuenue 15 mer [6]. ¥ 20-30 %
B3pOCIBIX OONBHBIX depe3 20 JeT mocie mocra-
HOBKM auarHo3a IgA-H passuBaercsa XIIH, a y
11 % nereit — uepe3 15 ner [7]. Yame pa3BuBa-
€TCsl y IPEICTAaBUTENECH a3MaTCKOW U €BpPOIEO-
WJIHOM pac.
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B nerckoit momynsanuu IgA-H cocraBnser
ot 19 no 48,5 % ot Bcex hopm I'H [8, 9].

3a0oJieBaHue Yallle BBISBISAETCS B JCTCKOM
BO3pacTe, HO HEpPEeAKO W y B3pocibix [5, 10].
Jluma myxckoro moina 3abonesatoT vamie [1, 10].
B SInoHuun cooTHOlIeHHE cpeau OONBHBIX MYX-
YUH ¥ KeHIIUMH cocTaBiseT 2:1, a B CeBepHoii
EBpomie u CIIIA — 6:1 [11].

[To HammM NOKa HEOITyOJMKOBAHHBIM JIaH-
HBIM, BcTpeuaeMocTh IgA-H B YibsHOBCKOW 00-
JIACTH CPEIU B3POCIOr0 HACENEHUS COCTaBISICT
4,76 ciydast Ha 100 000 nacenenus. Jloxs myx-
yuH — 55,6 %, xxeHuuH — 44,4 %. BospacTtHoil
COCTaB pacrpesielieH CIeAYIOUMM 00pa3oM: 10
20 ner — 8,8 % , ot 21 mo 40 ner — 40,0 % , ot
41 no 60 et — 44,4 %, 6onee 61 roga — 6,6 %.

Jtnosorusi um marorened. IgA-H pacue-
HUBAETCA B HACTOSILEE BpEeMs KaK IOJUITHO-
JIOTHYECKoe 3a0oJieBaHWe;, KaK NPUYHHBI 3a-
OosneBaHus 0OCYXITAIOTCS BHPYCHBIE W JIPY-
rue WHQEKINH, MMUIIeBble W dHIOTCHHBIC aHTH-
TeHbl, BaKIIUHBI, TJIOTeH, MUKOTOKCHH [10, 12].
B pasButum 3a00neBaHHS MOTYT TNPHHUMATH
y4yacTue pecnupaTtopHbsie Bupychl, [IMB, Bupyc
Dobmreitna—bapp, Bupychl TrematutoB B u C,
reprnec-Bupycol, BUpyc Kokcaku, Xjaamuauu
[10, 12]. ¥V 33 % OONMBHBIX BBISBISIETCS TOJNBKO
MOHOUHpeEKIHs, ay 67 % — cmemanHas [12].

Hns IgA-H xapakTepeH BBICOKHH YpPOBEHb
TEHETUYECKOM CII0)KHOCTU. boibllioe 3HaueHHE
AMEET HajJu4Me ajljIesiel, CBSI3aHHBIX C IOBBI-
IIICHHOM BOCIPUUMYUBOCTBIO K Pa3BUTHIO He(-
poTaTHH CPEI HACEICHUS B IIEJIOM.

Crnenyer cornmacuthbest ¢ MHeHHeM b.M. Illy-
JYTKO, KOTOPHKIH cunrtaeT, uto ['H, B T.4. u [gA-H,
SIBJIIETCSI TIOJIUTCHHBIM, TCHETUYCCKU JIETSPMHU-
HUPOBAHHBIM 3a0oJieBanueM [12]. YV manHOM Ka-
TEeropur OOJBHBIX IMPOCIEKUBACTCS CEMEHHBIN
xapakrep Oone3nu. [lpubmmsurensHo y 10 %
MAIUEHTOB OJWH WM HECKOJIBKO POJICTBCHHH-
KOB TaK)X€ CTPaJar0T 3TUM 3a00JICBaHIEM.

Pazeutne IgA-H oOycnoBneHo ompeneneH-
HBIM HaOOPOM AHTUTCHOB TJIABHOTO KOMILICKCA
ructocoBMectumoctu HLA, B wactHoctn HLA
BW35-anturenom (y 39-46 % 6onbHbix) [10].

Hammuue B reHe mMer3uHa mocienoBaTeabHO-
ctu 267 G/A aBnsercst pakTOpOM pUCKa Pa3BUTHS
Hedponaruy, a Hammuue reHotuna SL/LL moxer
CIIy’)KUTh (DaKTOPOM PHUCKA M JAJbHEHIIEro mpo-
rpeccupoBanust XIIH y 6omenbix IgA-H [5].

XapakTepHa ceMeiHas H perHoHalibHas
BcTpeuaemocth IgA-H B CIIIA u B Epore. Jlo-
KyC ceMeiHol HedponaTuu ObUT BBISIBJICH B XPO-
MocoMe 6q22-23 y xuteneit Amepuku u Hra-
muu [1, 13].

BrisiBnenne B OuwonrtaTe MOYEYHOH TKaHM
neno3utoB IgA/IgG cBuperenbCcTBYeT 00 WUM-
npupoe
VY 15-20 % manuenToB Me3aHTHAILHEIE JEI03U-

MYHOKOMIIJIEKCHOM 3a00J1eBaHUsl.
Tl cojepxaT cexkpeTtopHbiii IgAl. Mmeromuecs
KJIMHUYECKUE JaHHBIE BBIBIIN CBS3b MEXIY
nepeHeceHHol paHee MH(MEKIUEeH BEPXHHUX [Ibl-
XaTeNbHBIX MYTEH M JENO3UIHUEH CEKPEeTOPHOIo
tuna [gA B moueuno#t Tkanu. [Ipu aToM HabmIO-
Janach Ko-JoKanu3anus IgA ¢ MaHHO30CBSI3BI-
BaIOIUM JIEKTUHOM, L-pukomnaom u C4d-kom-
MOHEHTOM CHCTEMbl KOMILJIEMEHTa, YTO CBHUJE-
TeNnbCcTBYeT 00 IgA-MHIyIMpOBaHHOW aKTHBa-
UM CHCTEMBbl KOMIUIEMEHTa IO JIEKTHHOBOMY
(MaHHO3HOMY) MYTH.

B Hacrosimiee BpeMs OTAENbHBIE BOIPOCHI
natorenesa IgA-H ocrarorcs OTKpBITBIMU U SIB-
JSFOTCS O0BEKTOM MHOTOUYHCIICHHBIX HCCIEN0-
Banwmii [14-17].

[TaToreneTnyeckrne MEXaHU3MBI PAa3BUTHUS U
nporpeccupoBanusi IgA-H HeomHopoaHsl. Bbl-
JESI0T 3 3Tana pa3BUTHS HOYEYHOIO MOBPEXK-
JIeHUsI: neno3uiius IgA B Me3aHTHU; pa3BUTHE
MIOBPEXXICHUS B ME3aHTMyME BCJICACTBUE B3au-
mojercTBus IgAl-comepamux KOMILUIEKCOB CO
crienmM(UUSCKUMH PEIeNTOpaMi W/WIH 3a CUET
MIPUBJICYCHNSI KOMIIOHEHTOB KOMIUIEMEHTA; Ha-
KoIuleHne MMMYHHBIX KomriekcoB (MK) B me-
3aHTHAJFHOM TPOCTPAHCTBE IJIOMEPYNI U TpOo-
rpeccupoBaHMe MOYEYHOT0 MoBpexaeHU [18].

B marorenese IgA-H omnpeneneHHyo poiib
urpaetr merabonusM IgA, BeipabaTeiBaeMoro Ha
MTOBEPXHOCTH CIM3UCTHIX 000JI0Y€K BHYTPEHHUX
OpraHOB, KOHTAKTHPYIOLIUX C BHEIIHEW Cpenoi;
B KOCTHOM Mo3re cuHTe3 IgA 1 Bo3pacraer mocie
BUPYCHOM HWH(EKINH WIN CTUMYJISIUN BaKIIH-
Hanwmei [19].

B xauectBe Qakropa, HHHLIUHPYIOILIETO 3a-
OoseBaHMe, paccMaTpUBAETCSl MPOAYKLUSA «Ia-
ToreHHoro» IgA c mocnenyromum ¢opmuposa-
HueM UK, umeromux noBbIIEHHOE CPOJICTBO C
Me3aHrHanbHeIMH  KieTkamMu (MK) mouedHsIx
KIyOOYKOB, 4YTO B TOCIEAYIOUIEM IPHUBOAUT
K (OPMHUPOBaHHIO AEMO3UTOB IgA B Me3aHTHY-
Mme [14].
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ObpazoBanne UHK IgAl/IgG cumraercs
YHHUBEPCAIbHBIM MEXaHU3MOM IIPOTpeccUpoBa-
Hus IgA-H [20]. IIpamoe neiictBue MK Ha Mme-
3aHTHAJIBHYIO TKaHb BMECTE C TOBBIIIEHHON ak-
TUBHOCTBIO MPOBOCHATUTEIBHBIX U MpoduOpo-
TUYECKUX MEIUATOPOB BEAET HE TOJIBKO K pas-
BUTHIO ME3aHTHANbHOW mpoiudepanuy, HO M
K TOBPEXJIEHUIO MOAOLUTOB M SIUTENUS IpO-
KCUMaJIbHBIX KaHaJbLIEB, 4YTO MopQoiorniec-
KU TPOSBISIETCS CErMEHTapHBIM CKJIEpO30M U
TyOyJIOUHTEPCTUIIHATBHEIM (PUOPO30M, YyBEJH-
YeHHEM NPOTEHHYPHUHU, CHHKEHHEM CKOPOCTH
kiry0oukoBoit unbrpanuu (CK®) u mosbrmre-
HUEM YpOBHS aprepuanbHOro nasieHus (AJl)
[14].

buonornueckue croiictea IgA1 MoryTt ObITH
MOJTyJINPOBaHbI PA3IUYHBIMH KOMIIOHEHTaMH, B
gactHocTH C3b u pactBopuMoil ¢opmoit CD89
(sCD89). Kommnekcer IgA-sCD89, crmocobHble
JIETIOHUPOBATHCS B ME3aHTUAIEHOM TPOCTPAHCT-
BE€ MOYEYHBIX KIYyOOYKOB, 3aIlyCKalOT Pa3BHTHE
JIOKaJIbHOU BOCHIAIMTENbHOM peakiuu [21].

IIpu IgA-H moxxer nHabmiomatbes Hapylie-
HUE CBS3BIBAaHUS W BBIBEJCHHWS M3 OpraHH3Ma
IgAl. B HOpMe MOHOMEpPHBIA CHIBOPOTOYHBIN
IgA BBIBOAMTCS M3 OpraHu3Ma MyTEM CBS3BIBA-
HUS C a3WaNTIHKONPOTEHHOBBIM PEIETITOPOM
renatorutoB (ASGPR). Ilpu IgA-H dhopmupy-
torcs kpymable MK, He cmmocoOHBIE MPOXOIUTH
yepe3 mpocTpaHcTBO [mcce, mMo3TOMYy OHU He
nocturator ASGPR remarouutoB. Takue IgA-
coJiep)Kalliie MaKpOMOJIEKYJIbl, He d(P(PEKTHBHO
BBIBOSIIIMECS M3 LUPKYJSAIUN 332 CUET PETHKY-
JIO9HAOTENNANBHON CUCTEMBI, (PUIBTPYIOTCS U
nenonupytorcs B MK [14].

Crnenyrommm 3TarnoM B pa3Butuu IgA-H saB-
nsieTcss  B3aumojeicteue IgAl-memo3uToB
KJIETKaMH ME3aHTHyMa, B Pe3yJIbTaTe 4ero mpo-
UCXOAUT WX TMpojudepanus u yBEIHUYCHHBIN
CHHTE3 ME3aHTHaJIbHOTrOo MaTpukca. Paccmatpu-
BAIOTCS JBa BO3MOXKHBIX MEXaHHU3Ma MOBPEXK/e-
HHUS TIOYEYHOM TKaHHU, KOTOPbIE MOTYT AEHCTBO-
BaTh CAMOCTOSITEJILHO UJIM COBMECTHO: TIEPBBIN —
HEMOoCpeCTBEHHO mnonuMepHbiil IgAl, B3aumo-
JeicTBysa co cnenuduiyeckumu [gA-cBsi3piBato-
IMMHA  PELENTOpaMH MeE3aHTHaJIbHBIX KJIETOK
(peuentop k Tpancheppuny (CD71) u FcaR
(CDR89)), Benet k MOBPEKICHUIO TOUCYHON TKa-
HU; BTOPOM — JECTpyKUHUS HHAyLUpYyeTcs 3a
CYEeT AaKTHUBAIMM CHCTEMBI KOMIUIEMEHTa 10

KJIACCUYECKOMY, AIbTEPHATUBHOMY W/WIIN JIEK-
THHOBOMY MEXaHHU3MaM.

B nopme skcnpeccus CD71 B me3anrumyme
MUHHUMaJIbHa, TOT/Aa Kak y manueHtoB ¢ IgA-H
YPOBEHb 3KCIIPECCHU JTaHHOTO peLenTopa BO3-
pacTaeT ¥ MMEeT NPSAMYI0 KOPPEALHUOHHYIO 3a-
BUCHMOCTb C TSDKECTBIO TedeHHs 3a00jieBaHuS.
Heo6xomumo otmetuth, uto CD71 MOXKET CBSI-
3bIBAThCSl TOJIBKO C MosuMepHbIM [gAl, urto
npuBoIUT K aktuBanuu MK, ux nponudepaunu
U HHTEHCUBHON MPOAYKIMHM HHTEpJIeHKHHA-0,
TpaHcopmMupylomero Qaxkropa pocra-0era u
JPYTUX LUTOKWHOB. YCTAaHOBJECHO, YTO OJIOKH-
poBka CD71 ¢ nucnonp30BaHHMEM MOHOKJIOHAIb-
HBIX QHTUTEJ CIIOCOOCTBYET CHIDKEHHIO YPOBHS
IgA-unnynupoBaHHO#l ponudepanuu Me3aHTH-
aJbHBIX KJIETOK [22, 23].

MesaHruanbHble W3MEHEHHS MOTYT OBITh
CJICZICTBUEM MHUTpAllMd MOHOLUTOB U3 COCY/U-
CTOTO pycia B Me3aHruid. M To 4ro mpuHuMaeTcs
3a MpoJuQeparuio, MOXeT ObITh WHPUIBTPAIIH-
€l MOHOLMTaMHU KPOBH, a TaKkxke oOpa3oBaHHUE
MOJTYTyHHH MOJKET OBITh IIPOSIBICHUEM MOHOLM-
tapHOW WHOHIbTpanuu. Comepikamuics B MO-
HOIMTaX (PMOPUHOTCHHBIN (PAKTOpP CTUMYIHPYET
o0pa3zoBaHHEe KOJUIareHa M W30BITOYHOTO KOJIHU-
YecTBa ME3aHTHaJbHON TKaHU C (OPMUPOBAHU-
eM ckJiepo3sa [24].

Bzaumoneiicteue UK, comepikamux abep-
panTHbIt IgAl, c penientopamu Ha MK Bexer k
BOCTIAJTUTENILHBIM U (PHOPOTHUECKAM W3MCHEHH-
M ME3aHTHyMa, KOTOpBIE IPOSBIAIOTCS yBEJH-
YEHWEM CEKpEIMH KOMIIOHEHTOB SKCTpaIleIuIio-
JSIPHOTO MaTpHKCa M MPOBOCHATUTEIBHBIX IIUTO-
KWHOB, a TakXkKe OJKCIpeccher crenuduieckux
pernieniropoB k IgAl [11]. ¥V mammentoB ¢ IgA-H
oTMeueHo yBennueHue nponaykuyu NJI-2, NJI-1p,
(daxropa Hekposza omyxoned-anbpa (OPHO-o) u
WJI-10 [25].

AxtuBanus ICAM Ha TIOBEPXHOCTH DHIOTE-
THsL KaNWJUTSIPOB U Makpo(daraibHOTO aHTHIeHa |
(MAC-1) Ha moBepxHOCTH JTHM(OLHUTOB, MOHO-
IUTOB, a Takke IMM(OLUT-aCCOUUMPOBAHHBIN
auTtured 1 (LFA-1) cnocoOCTBYIOT TpaHCIHAOTE-
JUaNbHONH MUTPALUA MOHOLMTOB U JIMM(OIUTOB
B KiyOouek [25]. Bce 3To 3amyckaeT HEKOHTPO-
JMpyeMoe pa3BUTHE JICHKOIMTApHON HHQUIBT-
pauuy, WHIYIUpYeT KICTOUHYIO Hpoin(epamnuio
U aKKyMYJISILIMIO 3JIEMEHTOB BHEKJIETOYHOI'O MaT-
pHKCa, 4TO MPHUBOIUT K (DOPMHUPOBAHHUIO TIIOME-
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PYJSIPHOTO M MHTEPCTUITMAIBHOTO (Gubpo3a, or-
pexnenstomiero nporpeccupoBanue IgA-H [23].

B mnarorenese IgA-H yuactByer cucrema
MIEPEKHCHOTO OKHUCIIEHUS JUMHIOB U aHTHOKCH-
JTAHTHOM 3aIllMTHI, pa3BUBAIOIIAs MIPU BOCIAJIH-
TEIbHOW PEaKLUU OKCUIATUBHBIM CTPECC U UH-
Jyuypyromas pasBUTHE MPOIECCOB BOCHAIECHUS
u (hubpo3a, TeM caMbIM CIOCOOCTBYIOIIAs Haya-
Ty KIUHU4YecKux npossiaeHuit [gA-H [26].

AxtuBupoBanasie MK cekpeTupyroT TpaHc-
¢dopmupyronmii  Qakrop pocra-6era (TDP-B),
KOTOPBI CHOCOOCTBYET aKKyMYJSALUH BHEKJIE-
TOYHOTI'O0 MATPHUKCA 3a CUET YBEIUYCHUS CUHTE3a
MaTPUKCHBIX OEJIKOB, TAKWX KaK KoJutareH, Qpuo-
POHEKTHUH, MPOTEOTIMKAHBI, a TAK)Ke TOPMOXKe-
HUS UX Jerpagauuu [27].

B 3aknrouennu o030pa JuTEparypel 1O
STHOJIOTHH U MaTOTeHe3y Hellb3st ObUIO He 00pa-
TUTh BHUMAaHUE HAa CBEICHUS O TOM, YTO OTJIO-
JKEHHsI B ME3aHTUU KIyOOUYKa Kak HOPMaJbHBIX,
TaK ¥ HEHOPMAaJILHBIX [gA HemocTaTouHo, YTOOBI
BEI3BATh MOBPEXKACHUE KI1yOoukoB. U y uenoBe-
Ka, U Y 3KCIIEPUMEHTAIbHBIX UBOTHBIX ONKCA-
HBI OTJIOKeHHS IgA B Me3aHrnu 0e3 pa3BUTHSA
KaKoro-1mmoo 3aboneBanus [7]. 9T0 MOXKET OBITh
CBSI3aHO C TeM, 4To B pas3BuTuu IgA-H npunu-
MaroT y4acTue APYyTrHe MaTOr€HETUYECKUE MeXa-
HU3MBI, IO3TOMY OTJIOKEHHUE TOJbKO IgA He co-
npoBokaaeTcss obpaszosanneM WK, a cremona-
TeJIbHO, HE MIPUBOJUT K pa3Butuio [gA-H.

Knunuyeckas kaptuHa IgA-H BechMma
pazHoobOpaszna. B 43,3 % cnydaeB 3aboieBaHue
MIPOTEKAeT JATEHTHO W BBIABISAETCS CIydailHo.
Hapsiny ¢ atum rematypuueckas gpopma BCTpe-
gaetcs B 38 % ciryuaes, a pa3Butue HedpoTHde-
ckoro cuuapoma — B 16,1 % [28].

OcHoBHBIE KIMHUYECKHE mposiBieHus [gA-H
CIIEyIOIIHE:

— reMatypusi y OompHbIX IgA-Hedpomna-
tueil BersiBisierca y 80 % OonmpHBIX. YCTaHOBIE-
HO, 9T0 y 50 % u3 HUX HAOMIOAACTCS PEIUIUBH-
pyromas MakporemMaTypus, BO3HMKaroIias Mpu
JMXOPaJ0YHBIX PECIIUPATOPHBIX 3a00I€BaHUIX B
nepBbIe HU U 1aXKe 9ackl 0ose3Hu («cuHbapuH-
TUTHas» TeMaTypHsi), peke mociie Ipyrux 3abo-
JICBaHW, BaKIUHAIIMKM WIA TSDKEIOW (u3nye-
ckoil Harpy3sku [10, 16, 29]. Kpome Toro, Haps-
Iy ¢ reMaTypueil MoxkeT moBblmaTteecs AJl, Ha-
OnoaThCsl JMXOpajka, MMETh MECTO OCTpOe
noueyHoe nospexaenue (OI1I1);

— mnporeuHypus. Y 15-30 % GonpHBIX Ha
MO3/IHUX CTaausAX 3aboNeBaHHS MOXXET pa3BU-
BaTbcsd HedpoTuueckuil cuHapom. OH OoJbie
XapakTepeH IJii AeTedl W MOJPOCTKOB M BCTpe-
gaeTcs B 5 % ciyuaes [16];

— apTepHaJbHas THUNEPTeH3Us yMEpEH-
HOW BBIpa)k€HHOCTH oTMedaeTrca y 10-15%
0oibHBIX, Ha mO3AHUX craausax y 30-35%
OonpHBIX popmupyetcs Hedporennas Al [5, 16].
Hepeaxo (B 85,7 % ciyuaeB) nebroT remMaTypu-
YECKOT0 M cMelaHHoro BapuanToB IgA-H mpo-
SIBJISIETCS BBIpaKeHHBIM moBbIIeHueM Al [30];

— OIIIl moxer BO3HUKHYTH Ha IOOOM
cTaguu 3a00JIeBaHMs, U MPEIIOIAraeTcs, YTo B
OOJIBPIIMHCTBE CIy4aeB OHO MOXET OBITh 00Yy-
CIIOBJICHO HE TOJIBKO MOPaXEHHEM IOYEYHOI
TKaHH, HO U 3aKyIIOPKOW IOYEYHBIX KaHAJbLEB
SPUTPOLUTAPHBIMH LMIIMHIPAMHY;

— XIIH pa3BuBaercs Mpu IJIUTEIBHOM Te-
yeHuu [gA-H, B OCHOBHOM y MallMEHTOB C BBICO-
KUM puckoMm. Ha cerogusimauii neHp 3aboseBa-
HHE YK€ He PacLeHHUBAETCS OJHO3HAYHO AOOpPO-
Ka4eCTBCHHBIM, KaK ObUIO IIPUHATO paHbLIE, OHO
nocterneHHo nporpeccupyetr u XITH pa3BuBaet-
cst gepe3 10-15 mer y 15-30 % 6onpaBIX. OKOIO
25 % manMeHToB HYXIAIOTCS B TEeMOAHMAIN3e
gepe3 10 et oT Havasa 3a00JIeBaHU.

HauOonee Tsxenbie mopaskeHUs MOYEK BbI-
ABJSIFOTCS Y IALMEHTOB, 3a00JIeBaHHE KOTOPBIX
JeOI0THPOBANI0O HE(MPOTHUSCKUM WM He)pUTH-
YecKMM CHHApoMoM. Yalie Bcero mpu 3ToM Ha-
pyumenue QyHKuuu moyek obparumo. OTEkM U
TUTEPTEH3Us] BBIPAKEHbI HE3HAUWTENIBHO WU
yMepeHHO. IIpu BBICOKOI aKTUBHOCTH Ipoliecca
U (HOpMHUPOBAHUM TONYIYHHH BO3MOXKHO ObIC-
Tpomporpeccupytomee teuenne IgA-H [9].

HduddepeHnmanbayo JUarHOCTUKY Oo0e3-
HU bepke cremyer mpoBOAWTH CO BTOPUYHBIMHU
IgA-H xak mposiBnenusimu O6onee 30 3aboseBa-
HHUH, a TakKe C IMaTOJOTHeil MOYEBBHIBOISIIHIX
Iy TeH.

OcHOBHBIM MeToOM aMarHocTuku IgA-H
ABJISIETCS. OWOICHSl TOYEYHOH TKaHM, MOKa3a-
HUSMH 7151 TIPOBE/ICHUSI KOTOPOH SABISAIOTCS IO-
BTOPHBIE 3MU30/1bI MaKPOreMaTypuH y HalMeHTa
C MHUKpOreMaTypueil W MpOoTeHHypHUeH, 0COOeH-
HO B coueTanuu ¢ Al u camwkenuem CK® [31].

IIpu CcBeTOBOl MMKPOCKOIIMU BBISBIISIETCS
nponudepanys ME3aHTHOLMTOB M PacHIMpEeHUe
ME3aHTHs, CErMEHTAapHBIH TJIOMEpYJIOCKIEepO3,
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BO3MOXKHA OSHAOKANWULIpHas mpoiudepanus,
OuYaroBble HEKPOTHUECKHE U3MEHEHHUsS U 00pa3o-
BaHHUE MONyTyHUH, QYKCHHOQUIBHBIE ACMO3M-
TBI, TpeobjagaHue B ME3aHTHH (arouuTUpPYIO-
X ME3aHTHAbHBIX KJIETOK. MeTo1oM HMMYyHO-
(moopeceHIINN  BBISBISIIOT OTJIOKEHUS A-JIeT-
KUX Lenei, npeodnagatot IgA, C3, a taxke IgG,
IgM paznuunoii BeIpaskeHHOCTH [32]. [Ipu smek-
TPOHHOW MMKPOCKOIIMU HAXOASAT ME3aHTHallb-
HBIE JeTI03UTHI [9].

porno3 6oneHbIX [IgA-H pasnuuen u 3a-
BUCHT HE TOJBKO OT MOPQOJIOTHYECKON KapTu-
HBI 3200JI€BaHUs, HO M OT KJIMHUYECKHX, J1a0o-
pPaTOpHBIX NaHHBIX AeOroTa 3aboneBaHUs (MO-
YeBHHA, HPOTPOMOUH, 02-TIOOYIUH KPOBH U
nporeunypus, CK®) [33]. HeratusHoe BiusiHue
Ha TPOrHO3 3a00JIeBaHUS OKAa3bIBACT BO3PACT
35-40 net, namuume oboctpenuit [34, 35]. Tak-
ke Ha mporHo3 [gA-H, kpome Bblmenepeuuc-
JICHHBIX (PaKTOPOB, OKa3bIBAET BIMSHUE YaCTOTa
U BBIP@XECHHOCTh 3IHU30[0B MaKpoTreMaTypuu
[34, 36-38].

VY nereii, ocoOCHHO TIpM paHHEM HadJale,
TIPOTHO3 OIICHUBAIOT KaK 0oJiee OJIarompHsTHBIN,
9eM y B3pOCibIX [39].

K mapkepaM mporpeccupoBaHusi U IJIOXOTO
nporuosa IgA-H, no pexomennauuu HaydyHoro
obmectBa HedpomoroB Poccum (2014), otHo-
csITCA!

— npemorpaduyecKue: MyXCKOH MoJj, IOo-
KUJIOH BO3pacT Ha MOMEHT Hadaja 3alojeBa-
HUS, O)KHPEHHeE, JKeTas paca, OTATOIIeHHas Ha-
CIIEICTBEHHOCTH 110 IgA-H;

— mHIYeckue: Al', oXupeHue;

— JabopaTopHBIE: TEpCUCTUPYIOWIAs TPO-
TeMHypusi Ooinee 1 T/cyT; TUNEpYpUKEMHUsI, T'H-
neprpurnunepunemusi, camxeane CK® nHa mo-
MEHT ITOCTaHOBKHY AMArHO3a;

—  MOop(OJOTUYECKHE: CETMEHTApHBINA HIIH
rI00aNbHBIA TIIOMEPYIOCKIEPO3; TyOyIOHHTEp-
CTULIMAIBHBIN ckiepo3; IV win V kiace no Haas;
IKCTpaKaNmwUIsipHast npoimdepanus, Me3aHTH-
aJbHasl pougepanus, apTepHOIOTHAITNHO3.

Mopdonornueckumu  pakTopaMHu, T03BO-
JSIFOIUMH CYAMTH O MPOTHO3€ 3a00JIeBaHMUs, SIB-
JISIIOTCSL PacIpOCTPAHEHHOCTh M BBIPAKEHHOCTh
Me3aHTHalbHON mnponudepanuu (HeOraronpu-
SITHBIA TPOTHO3 OTMedaeTcsa mnpu auddysHon
BBIPOKEHHOM Me3aHTHallbHON Iponudepanin),
NPOLIEHT KIyOOYKOB CO CKJIEPOTHUECKHUMH H3-

MEHEHUSIMH U (OPMHPOBAHHEM TMOJTYIYHHUH, a
TaK)K€ BBIPAKEHHOCTh TyOyJIOMHTEPCTHULIMANb-
HBIX U3MEHEHUM.

B nedenunm IgA-H cnenyer npunepxu-
BaTbCs KIMHUYECKHUX pekoMmeHpaunuii HayuHoro
obmectBa Hedponoros Poccun, yTBEp:KICHHBIX
Ha OJJHOM M3 cbe3qoB 18.12.2014.

OcHoBHast uens jaedenus IgA-H cocrout
B TOM, 4TOOBI JOOUTHCS MaKCHMAJIBHOTO 3aMe[-
JICHUsl TIPOTpecCUpoBaHMsl 3a00JieBaHHA M OT-
CPOYKHM Hauaja 3aMECTUTENbHON MOYeuHOU Te-
panuu.

B cootBercTBHM C peKOMEHIALMAMHU B Jie-
YEeHUU HEOOXOAMMO YUHTHIBATh CTENEHb PUCKA
nporpeccupoBanusi 3abojieBanus. Beex 0oib-
HeiX ¢ IgA-H cnenyer pasmensarte Ha Ipymnmbl
pUCKa: HU3KUU, YMEPEHHBIH, BBICOKUU.

Huskuii puck: manuenTtsl 6€3 NpOTEeHHYPHH
win ¢ nporeunypued <0,5 r/cyT, HOpMaJbHBIM
AJl, nHopmanbHOi CKO®.

YMepeHHBIH PUCK: MALMEHTHl C MPOTCHHY-
pueit >>0,5-1,0 r/cyT u coxpaHHOH QyHKIUEH
MmoveK u/wimm ¢ ymepenHo cHmwkeHHod CK® (HO
e menee 50 mur/mun/1,73 M) w/mmm ¢ AT

Bricokuii puck: maueHThl ¢ TPOTEUHYpUEH
>3 r/cyt w/mm CK® menee 30 mur/mun/1,73 M
HalKEHTHI ¢ OBICTPO NMPOrPECCUPYIOIIUM TTIOME-
PYJIOHEDPUTOM.

ITariuenTaM ¢ M30JUPOBAHHOW reMaTypUeH,
a TaKXKe C COYeTaHUEM reMaTypuy ¢ MUHUMAaJlb-
HOH mpotenHypuei (<0,5 T/CyT), HOpMaTLHOM
CK® u orcyrctBuem Al nedeHue He TOKa3aHO.
OHH [TOJDKHBI HaXOAWTHCS TIOZ HAOJIOJCHUEM
Hedponora u paz B 6—12 mec. mpoxoauTts 00-
YpOBHS
kpearnanHa, CK®, AJ]) mnsi cBOeBpeMEHHOTO

cienoBaHre (OIEHKA NPOTEHHYPUH,

BBISIBJICHUSI TIOKA3aHUI K HaYaIly TEparvH.

I[lpuy  mepcuCTHpPOBAaHMKM  MPOTEHHYPHH
>0,5 1/cyT moka3aHa HepOIPOTEKTUBHAS Tepa-
nust. Bo3MoXkHO nprcoeJHEeHNE PEIOBETo JKUpa.

[Ipu npoTenHypuu HEPPOTHUECKOTO YPOBHSI
WIN TIEPCUCTHPOBAHUM NPOTEHHYpUH >1 T/cyT
(mecmotpa Ha Tepanmio u Alld/GnokaTopamu
peuenrtopoB auruorensuna Il (BPA) B teuenue
3-6 mec. u anekBaTHBIA KOHTponb AJl) u
CK® >50 mua/mun/1,73 M MOKa3aHa HMMYHOCY-
NpEeCcCUBHAs TEparusl.

HedponporekTuBHas Tepamnusi MpOBOAUTCS
UAII® umu BPA mpu nporeunypun ot 0,5 no
1 r/cyT.
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[pu npoTtennypun >1 1/CyT peKOMEHIyeTCS
murenbHoe jeuenne HAII® nwim BPA ¢ moBbI-
IIEHHEM J03bl NpenapaToB B 3aBUCHUMOCTH OT
A/Jl. CornacHo peKOMeHaIUsAM MOBBIIIEHNE J0-
361 MAII® u BPA crnexyeT mpoBOANTH 10 Mak-
CHUMaJIbHO MEPEHOCUMBIX C TE€M, YTOOBI JOCTHYD
ypoBHA poTeuHypuu <1 1/cyT.

[Ipn mepcucTHpPOBaHUU MPOTEHHYPHUH OKO-
7o 1 r/cyT, HEcMOTpsl Ha 3—6-MeCSIYHYIO Tepa-
nuto MAII® unn BPA u anexkBaTHBI KOHTPOIb
A]Jl, pexoMeHIyeTcs HCIOJb30BaHHE PHIObETO
xupa. HedponporexktuBnoiii 3¢dexr uAIID
u BPA MoxeT mposBUTBCS 4epe3 2—-3 roja oT
Hauaja ux ucrnoiyib3oBanus [40].

[larmeHTamM ¢ MEpCHCTHPYIOIIEH MPOTEUHY-
pueit >1 1/cyT (HecMOTpst Ha 3—6-MeCSYHOE OTITH-
MallbHOe TojyiepkuBatolee Jedenue nAIID/bPA,
anekBaTHbIl KOoHTpoiab AJ[) m CK®D Oonee
50 mi/mun/1,73 M MpeyiaracTcsl MpOBEICHUE
6-MeCSTYHOTO Kypca MOHOTEpAaIruu KOPTUKOCTE-
poumamu (I'’KC). Ilpu orcytctBuu oTBeTa Ha
MOHOTEpANUI0 KOPTUKOCTEPOHJAMH  TaKTHKa
JlalibHEeWIlIe MMMYHOCYIIPECCUBHOM Teparuu He
OTIpeJieNieHa, COOTBETCTBYIOIIHE PaHAOMH3UPO-
BaHHBIE KIMHUYECKHE HCCIEOBAaHHUA HE TMPOBO-
mumck. 'KC > ek THBHBI TIpH JUTUTEITHHOM JIe-
YeHUM HU3KUMH f03aMu (BHYTPE 0,5 MI/KT/CyT B
teuenue 6—12 mec.) [40, 41].

Y OompHbIx IgA-H ¢ CKO® w™menee
30 mu/mun/1,73 M® He PeKOMEHAYIOT HCIIONB30-
BaTh MMMYHOCYTIPECCHBHBIE TpemapaTsl, 3a Hc-
KiroueHueM ciydaeB IgA-H ¢ nomynyHusmMu u
OBICTPBIM CHHKEHHEM (YHKIIMH MOYEK.

VY otrnenpHBIX OonmbHBIX npumenenune ['KC
B COYETAHMUU C MUKIOPOoCHaMUIOM HITH a3aTHO-
MIPUHOM CHI)KaeT akTuBHOCTH IgA-H, omnako
OTCYTCTBYET J0Ka3zaTeibHas 0aza BIUSHUS JaH-
HOM Tepanuu Ha OTHAJICHHBIN IIPOTHO3.

IIpu IgA-H ¢ OBICTpOmpOTpEeCCUPYIOMUM
yXyAleHHeM (YHKIWW MOYeK W BBIABIECHHEM B
ouomntare momynmyHu Oonee yeM B 50 % xiy-
00YKOB ClleyeT HMPUMEHSATh KOPTHKOCTEPOUIBI
u muknodgochamMu] MO CXeMe, aHaJOTHYHON
cxeme sneuennst AHIIA-BackyauToB.

He pekomeHOyIOT HCHONB30BaTh MHKOQe-
Hojata Moderun (MM®) mis neuenns IgA-H
B KauecTBe Ipernapara «1epBoil nuHum». OaHa-
KO mokazana s¢dexruBHocTs MM® nipu MUHU-
MaJIbHBIX TOOOYHBIX MEeHCTBUAX [42].

Hersam ¢ IgA-H, y KOTOpBIX perucrpupona-
nach BeIpakeHHas nporeunypus (0,8+0,3 r/cyr)
u cHmwkeane CK® B nebrore (mo 83,0+
+10,1 mn/mun/1,73 Mz), Ha3zHavau MM® B 03¢
500 mr/m*/cyT B koMOuHaimu ¢ HAIID B Teue-
Hue 3,4+1,6 roga. Ha done Tepanuu moctosep-
HO CHHU3WIACh CYTOYHas TmoTepst Oenka 1o
0,07£0,04 r/cyr um yBemmumiace CK® no
107,0+12,5 mu/mun/1,73 M* [8].

Ecnu Hanmuume MaccHBHOH TpPOTEHHYPUH
(bonee 3 r/cyr) siBsieTcss OOOCHOBAHUEM IS Ha-
3HAQUCHUS HWMMYHOCYNPECCHBHOH Tepamuu B
OonpmmHCTBe TyOmukanuii [40, 43-45], To npu
yMepeHHO# npotenHypuu (bonee 1 r/cyT) TOIBKO
OTIETbHBIE aBTOPHI Ha3HAYa M WMMYHOCYIpEC-
CUBHYIO Tepamuio [46, 47], a npu NpoTEUHYpHUU
MeHee | I/cyT mpoBeneHre UMMYHOCYTIPECCHBHON
Teparuy CYnTaeTcss HeOOOCHOBaHHBIM [47, 49, 50].

B xomrutekc neuebHbIx Mepornpustuil [gA-H
BXOJIUT TaKXKe JueTa (OrpaHuYeHHe COJIM, HU3KO-
alyiepreHHas Juera, orpaHndeHne Oenka 1mo Mepe
CHIDKEHHS (YHKIIUHU TI0YEK), 0OTKa3 OT KypeHHS,
AJIKOTOJIs, YCTPaHEHNE 04aroB WHQEKIIHH.

HekoTopsle aBTOpBI CUHUTAIOT, YTO KPATKO-
BPEMEHHOE JIeueHHe aHTHOMOTHKAMH pecrupa-
TOPHOU WM JKEITYIOYHO-KUIICUHONH HH(EKITNH
OTIpaBIaHO, OCOOCHHO KOTJa MH(EKIHs MPOBO-
HUPYET AMU30/IbI Makporematypuu [10].

IIpuznakom nonuoit pemuccun IgA-H cuum-
TalOT OCTaTOYHYI0 poTennyputo 0,3—0,5 r/cyT.

HecmoTpst Ha JIOCTUTHYTBHIM B TOCIHIEIHHE
rofsl mporpecc B yedenun IgA-H, pesynbTaThl
TEpannuu OCTAIOTCA TI0Ka TPYIHONPOTHO3HMPYE-
MbeiMU. Ha ¢one npumenenus B jedennn ['KC,
ANKWINPYIONNX ITUTOCTaTHKOB, 0O0JalafoInX,
KaK M3BECTHO, PSIIOM CEPHE3HBIX MOOOUYHBIX d(h-
(exToB, OoJee MEePCIEKTUBHBIMU SIBIISIIOTCS HO-
Bble CEJIEKTUBHBIE MMMYHOJETPECCAHTHI (MHKO-
¢deHonaTa MOQETHII, TAKPOIUMYC, CHPOJIUMYC),
a TakXe CpPeACTBAa dTHOJOTHYECKON MPOTHUBOBU-
pycHO# Teparnuu (WHTEpepoH-anb(a, BHICOKO-
aKTHBHAs aHTUPETPOBHUPYCHAsl Tepamnus), Tepa-
nuu koMopouaHoi nmatonoruu (HCV, HBV).

O0630p mutepatypsl no IgA-H mno3somun
OTMETHTH TO, YTO TIOKa OKOHYATEJIbHO HE YHH-
¢$uIKpoBaHbl MOAXOBI K CTAaHAAPTU3ALMH KpH-
TepueB YPPEKTUBHOCTH JICUCHUS HA TPUHITUIIAX
JOKa3aTeJIbHOW MEAMLMHBI, KIMHUKO-Tadopa-
TOPHBIX W MOP(OIOTHUECKUX MpPU3HAKAX TOJ-
HOU peMHCCUH 3a001eBaHUsl.
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The review presents current data on incidence, etiology, pathogenesis, clinical and morphological diagno-
sis, treatment and prognosis of IgA nephropathy.

IgA-nephropathy is a rather frequent form of chronic glomerulonephritis, diagnosed most often in young
and middle-aged people. The disease can often take a latent form as an isolated urinary syndrome and in
case of delay in the diagnosis and treatment it leads to unfavorable prognosis. The most controversial is-
sues arising from the analysis of works on IgA nephropathy are: timing of initiation of drug therapy of
such patients after diagnosis; acceptability of wait-and-see tactics in treatment; indications for nephropro-
tective and immunosuppressive therapy; criteria for treatment and prognosis efficacy. Since there is no
single approach to the above-mentioned problems in the literature, it is necessary to study the significant
aspects of this kidney disease in a prospective study.

The objective of the review is to generalize and analyze the publications in the national and foreign litera-
ture on IgA nephropathy as a specific form of chronic glomerulonephritis, as well as to demonstrate the
need to study certain problematic issues in the diagnosis, treatment and prognosis of the disease.

Keywords: IgA nephropathy, chronic glomerulonephritis.
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