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Pesrome

IleAbro HACTOAIIETO HCCACAOBAHNA OBIAO COITOCTABACHHE OCHOBHBIX KAMHUKO-AEMOIPauYeCKUX I10-
Ka3aTeAei C MOP(POAOTHUECKIMU ITapameTpamu, onpeseséHubivu o kpurepuam MEST-C Oxcdopackoit
KAACCH(PUKAIIH, C UX AOTIOAHUTEABHOM KOAMYIECTBEHHOM OIICHKOM U IIOCACAYIOIITIM BEIAGACHUEM OCHOB-
HBIX KAWHHKO-MOp¢oasormueckux ¢penorumnos IgA-nedponarun (IgA-H).

Mamepuanst u memodst. B perpocniekTuBHOE HCCACAOBaHTE BKAIOYEHO 2679 narueHToB ¢ MOpdoAOrH-
yeckn Bepudunuposannoi IgA-nedponarueit. Cpeannii Bo3pacr cocrasua 35,3113 aer, M/2K - 64/36%.
Kannanko-sabopaTopHele 1mokasaTeAn (ypOBeHb reMaTypuu, CyTOYHOM IPOTEMHYPUHN U CEIBOPOTOYHOTO
KPeaTHHHHA) OII€HUBAANCEH HA MOMEHT BBIIIOAHEHH:A Onoricuu. Mopdgoaoruueckoe NCCACAOBAHIE BKAFO-
4gaso onpeAeserue kpurepueB MEST-C OxcdopAckoii KAACCH(UKAIIT, KOAMYECTBEHHYTO OLICHKY HHTEp-
crunpasbHoro ¢pubposa u arpodun kanaspues (P TA), ra06asbHOI0 1 CErMEHTAPHOIO TAOMEPYAOCKAE-
po3a, KAeTouHbIX/ PUOPO3HO-KAETOUHBIX U (PUOPO3HBIX IOAYAYHHMIA, 4 TAK)KE OIMCAHUEM CTPYKTYPHBIX
HM3MEHEHHUH C BBIACACHHEM OCHOBHBIX MOP(OAOIHYECKHUX IPO(HUAEH.

Pesyavmampr. Ha MoMeHT BBIITOAHEHHA GHOIICHM MEAMIAHA IIPOTEUHYpHH cocTaBasaa 2,1 (0,75; 3,0) r/cyr,
pCK® - 60,4 (33,3; 84,16) ma/muH, remaTypus BbiaBAsAAACH y 88% manmenTos. UacToTa BeIABACHUA KPUTE-
pues MEST-C: M1 - 37%, E1-21%, S - 73%, T1 - 37%, T2 - 16%, C1-16,5%, C2 — 2,5%. Beipakennocrts
nporeuHypuu Koppeauposaaa ¢ kpurepuamu E u C, pacuipocrpanennocrsio MPTA u raomepyrockaeposa
(moanoro u cermenTapHoro). Koagpurment xoppeaannm okazasca 60aee BEICOKAM IIPY KOAMYECTBEHHOU
(%) ortenxe nmoxasareaeti Cu S: 0,17 vs 0,24 u 0,07 vs 0,23, coorBercrBerHo. pCK® 1 ypoBeHH KpeaTHHUHA
KOPPEAUPOBAAH C PACHIPOCTPAHEHHOCTBIO HE(PPOCKAEPO3a B HaAmureM ImoAyAyHuii. Ha ocHoBaHuu orieHKn
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OpHruHanbHble cTaTby E.C. Crongpeswy, [1.1O. Kanmsikoea, T.P. Xunurckas, [1.B. Crapukos

MOP@OAOTHYECKUX PO UAEH U KAMHUKO-MOP(OAOTHYIECKUX KOPPEAAIHIT OBIAU BBIACACHEI 3 (peHOTHIIA
IgA-medponaTim, OTANYAIOIIMXCA 110 CBOUM KAMHIYECKUM U MOP(OAOTHYIECKUM IPOABACHUAM, YTO Be-
POATHO OTPaXKAET MPE0OAAAAHIE PASANIHBIX MEXAHU3MOB €€ Pa3BUTUA U IPOIPECCUPOBAHMA.

®enorun 1 (THOHYHEBLI) — XapaKTEPU3YFOLIUICA ME3AaHTHAABHOM IIPOoAndepanys U/ MAY CerMEHTAPHBIM
raomepysockaeposom. Kananuecku rposABAAeTCA IepCUCTUPYIOIIEH MUKPOTreMaTypHeii, IOCTEIIEHHO Ha-
pacraromeii nporeunypueii u Al

®eHoTHII 2 (ATPECCUBHBIIN) — XapaKTEPU3YIOIIUNCA SIHAOKAIIUAAAPHON I'NIIEPKACTOYHOCTBIO C UAU
6e3 noayaynuii. KAmHIYeCKH IPOTEKAET C KAPTHHOM 0CTPOro HehPUTHIECKOTO CUHAPOMA, BEIPA’KEHHOM
IPOTENHypHUeEii, 3a4aCTyI0 He(DPOTUIECKOTO YPOBHHA, U FeMaTypHEH.

®enorun 3 (MaKpoOreMaTypHU4YECKHIl) — XapAKTEPU3YIOLIUNACA AOKAABHBIM HEKPO30M KAIIMAAAPHBIX
IeTeAb M 00pa30BaHUEM IIOAYAYHHII 6€3 COIIyTCTBYIOIIEN S9HAOKAIIMAAAPHOU runepkaeTouHocTH. Kanun-
YECKU IIPOABAAETCA IMMU30AAMH MAKporeMaTypuu. B craaum pemuccuu y manueHTOB MOY€BOii CHHAPOM
KaK IIPABHAO OTCYTCTBYET, U (hyHKIIHA ITIOUYEK OCTAETCA HOPMAABHOM.

3axawuenne. anenTnpukanua KAMHUKO-Mopgosorudeckoro penoruna IgA-H y xonkperHoro
MMAIMEHTA MPEACTABAAETCA IE€PCIEKTUBHEIM IIOAXOAOM, II03BOAAIONINM IIE€PCOHAAMZUPOBATH TEPAITHIO
u GoAee TOUYHO OIIEHMBATEH PHUCK IIPOrPeCCHPOBAHMA.

Karoueswvie caosa: IgA-negpponamus, Guoncus nouxu, Kaunudeckue npossaenus, Mopephoaois, KAuHuKo-Mopg@hosozudeckie
deromune

Abstract

Objective. The present study aimed to compare key demographic and clinical parameters with
morphological features defined by the Oxford MEST-C classification, supplemented by additional
quantitative assessment, in order to identify the principal clinico-morphological phenotypes of IgA
nephropathy (IgAN).

Materials and Methods. This retrospective study included 2,679 patients with biopsy-proven IgAN. The
mean age was 35.3%13 years. Clinical and laboratory variables (degree of hematuria, 24-hour proteinuria,
and serum creatinine) were assessed at the time of biopsy. Morphological evaluation comprised Oxford
MESTC scoring, quantitative assessment of of interstitial fibrosis/tubular atrophy (IFTA), global and
segmental glomerulosclerosis, cellular/fibrocellular and fibrous crescents.

Results. At the time of biopsy, median proteinuria was 2.1 g/day (IQR: 0.75-3.0), estimated glomerular
filtration rate (eGFR) was 60.4 mL/min (IQR: 33.3-84.16). Hematuria was detected in 88% of patients.
The distribution of Oxford MEST-C lesions was as follows: M1, 37%; E1, 21%; S, 73%; T1, 37%; T2, 16%;
C1, 16.5%; C2, 2.5%. The severity of proteinuria correlated with E and C lesions, as well as the extent of
IFTA and both global and segmental glomerulosclerosis. Correlation coefficients were higher when lesions
C and S were quantified (% involvement): 0.17 vs 0.24 and 0.07 vs 0.23, respectively. Decline in eGFR were
associated with the degree of IFTA and the presence of crescents.

Based on clinicopathological correlations and morphological profiling, three distinct phenotypes of
IgAN, likely reflecting different dominant mechanisms of disease progression, were identified:

Phenotype 1: (Typical): Defined by mesangial proliferation and segmental glomerulosclerosis. Clinically
characterized by persistent microhematuria, gradually increasing proteinuria, and arterial hypertension.

Phenotype 2: (Aggressive): Defined by endocapillary hypercellularity with or without crescents. Clinically
associated with acute nephritic syndrome, marked proteinuria — often at nephrotic range — and hematuria.

Phenotype 3: (Macrohematuric): Defined by focal necrosis of capillary loops and crescent formation in the
absence of endocapillary hypercellularity. Clinically manifests with episodes of macroscopic hematuria;
during remission, urinary abnormalities are typically absent and renal function remains preserved.

Conclusion. Identification of clinicopathological phenotypes in IgAN represents a promising strategy
for personalizing therapy and refining prognostic assessment, thereby improving risk stratification for
disease progression.

Key words: 194 nephropathy, kidney biopsy, clinical manifestation, pathology, clinicopathological phenotypes

Beeaenue IIPENMYIIECTBEHHO AHIT MOAOAOTO Bozpacta [1]. Co-

IAACHO CYITIECTBYIOIIIUM IIPEACTABACHHAM, 3200 ACBAHIE

IgA medpomarusa (IgA-H) cunraerca mambosee  pasBHBAETCA BCAGACTBHE CHHTE3a AHOMAABHOIO IaAaK-
PACIIPOCTPAHEHHOH (DOPMOIT IIEPBIYHOIO TAOMEPYAO-  TO30-AePUIINTHOTO IgA IAA3MATHIECKIME KACTKAMHE
HedpHUTa BO BCEM MHPE M 3aHHUMACT 3HAYIMOE MECTO  AUMQOMAHOHN TKAHH HA CAM3HCTBIX ABIXaT€ABHOTO
CPEAH TIPHYIH XPOHUYIECKOH OOAE3HM ITOYEK, ITOpakas U IHUINEBAPHTEABHOIO TPAKTOB C IOCACAYIOITHM Op-
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MUPOBAHHIEM IHPKYAUPYIOIIIX IMMYHHBIX KOMIIACKCOB
(IgA1l + amtu-IgAl) 1 nx oTAOKEHNEM B ME3AHITH, UTO
B CBOIO OYEPEADb BBI3BIBAET IIPOANQEPAIIIIO ME3AHTH-
OLINTOB, CUHTE3 IUTOKUHOB U XEMOKHHOB, 4 TAaKKe
AKTHBAITHIO cUCTEMBI KoMmiaemenTa [2]. Kaunmaeckue
IPOABACHHA 3a00AEBAHNSA KpaliHE IeTePOreHHBI: OT Ad-
TEHTHOH MHKPOICMATYPHH, BEIABAACMOM AHIIDL IIPH
CKPMHIHIOBBIX OOCAEGAOBAHUAX, AO ATPECCHBHEIX (DOPM
€ OBICTPBIM HCXOAOM B TEPMUHAABHYIO IIOUEIHYIO HEAO-
cratrounocts (TXITH). ITlupokomy ananasony kKanmm-
JecKnX (DEHOTUIIOB COOTBETCTBYET U BBIPAKEHHASA IH-
croaormdeckas rereporeHsocts IgA-H, uro, BeposTHo,
OTPAKACT CAOKHBIH KOMIIAEKC B3AaHMO32aBUCHMBIX U B3a-
HMHO OOYCAOBACHHBIX IIPOIIECCOB, OITPEACAAIOIIHX Te-
genne IgA-H u e€ mpornos. MccaeaoBamms rocaeAHnx
A€T CBUAETEABCTBYIOT O TOM, YTO OAHUM 13 (haKTOPOB,
OIIPEACAAFOIIHX XapaKTep 3a00AEBAHIA, €T0 AKTHBHOCTD
M TEMIIBI IIPOIPECCUPOBAHUS, ABAAETCA BOBACYECHHOCTD
B IIPOIIECC CHCTEMBI KOMIIAeMenTa [3-5]. Tak, mmenHo
CITOCOOHOCTH TaAakTo30-Aedururaoro IgAl akrusu-
POBATH CHCTEMY KOMITACMEHTA OTAMYAECT KAMHIICCKI
MarndecTHBIe (DOPMBI 3a00AEBAHNA OT CYOKAMHITYE-
ckux Aeno3uToB IgA, ormmcanusix y 6,8-16,1% 3a0po-
BBIX AIOAEH [6-8]. CBA3h MEKAY AKTHBAIIUEH CHCTEMBL
KOMITAEMEHTA U Pa3BHTHEM AKTUBHBIX IIPOIPECCHPYIO-
mmx gopm IgA-H Grraa Takie mpoAeMOHCTpHPOBAHA
MHOI'FIMH aBTOPAMH Kak B 9kcrepuMente [9], rak u kan-
HIYecKnx nccaeaosanusax [10-17].

Ha ceroaBAmHNN A€Hb OCHOBOH AMATHOCTHKH
u mporaocrudeckoi crparudukanun npu [gA-H ss-
aderca MOpdOAOTHYECKas OIIEHKA OMOIITATA ITIOYKH,
IIO3BOAAIOINAA HE TOABKO OAHO3HAYHO BepHQUIHPO-
BATb AMATHO3, HO M ITOAYYUTH KAYECTBEHHYIO U KOAHYE-
CTBEHHYIO XaPAKTEPHCTHKY XPOHUYECKNX M AKTHBHBIX
nameneHnii. OAHIM 13 IEPBBIX CHCTEMHEIX ITOAXOAOB
crasa kaaccuduxanus M. Haas, BeraeasBimas marp
Mopdororunueckux Bapuantos IgA-H B 3aBucuMocti
OT IIPE0OAGAAFOIIETO0 MOP(POAOTHYECKOTO TIPOMDHAL:
MUHUMAABHBIN ME3aHTHOIIPOAR(EPATUBHBIN TAOME-
pyaouedpur (I'H), mesarnrnonpoandeparusueii I'H
C CErMEHTAPHBIM TAOMEPYAOCKAEPO30M, POKAABHBIH
u Aucdysubiii mpoaudeparususiii I'H u and dysubrit
ckaeposupyromuii I'H [18]. Aarnbiii MmeToa omenkm
AKIIEHTUPOBAA BHIMAHUE HA KAYECTBEHHOM OIIMCAHUH
THCTOAOTUYECKOH KAPTHHBI, (POPMHPYH IIPEACTABACHIIE
O CITEKTPE BO3MOKHBIX MOP(DOAOTHUECKIX ITPOABACHUI
3200A€BaHMAL

B 2009 roay 6miaa paspaborana Oxcdopackas
kaaccudukarmsa IgAN, ocHOBaHHAS HA CTAHAAPTH3H-
POBAHHOI ITOAYKOAMYECTBEHHON OIIEHKE 4 KAFOYEBBIX
IIAPAMETPOB: ME3AHTHAABHOM runepkaerouroctn (M),
SHAOKAIUAAAPHOH rurrepraerognocta (B), cermernrap-
HOTO TAOMEPYAOCKAEPO3a (S), CTEIIEHN HMHTEPCTUIU-
aapHoro ¢puodposa u Tydoyatpuon arpoduu (T). Kam-
ABII TIPU3HAK OIICHUBAACH 11O OTACABHOCTH, BMECTE
obpasys cogeranue MEST [19]. B 2016 r. ¢ ygetom
AOIIOAHUTEABHBIX AQHHBEIX O CAMOCTOATEABHOM IIPO-
rHocTrgeckoM 3HaueHun moAyAyamuii (C), okedopackasn

OpMI’MHOﬂbeIe CTATbU

kaaccuuKarus Obiaa AOPAOOTAHA U AOITOAHEHA IIATEIM
kpureprem MEST-C [20]. HesaBucnmas mporunocride-
CKasl 3HAYHMOCTD AAHHOM KAACCH(DHUKAIINY B OTHOILIC-
HUM CHIKEHNA (DYHKIIMHU IIOYEK U PUCKA IIPOIPECCHPO-
BAaHISA 3200 AEBAHNA OBIAQ HEOAHOKPATHO IIOATBEPKACHA
B MHOTOLICHTPOBBIX HCCACAOBAHUAX, BKAIOYAS KPYIIHYIO
esporreiickyto koropty VALIGA (#7=1147), rae kpure-
pun M, S n T 1mokasaAn 3HAYUMYIO CBA3b C HCXOAAMHI
[21-23].

Banaune oraeapubx komrorerToB MEST-C Ha kAn-
HUYECKHE IIPOABACHUS U IIPOTHO3 H3YYCHO B PAAEC
MEKAYHAPOAHBIX HCCAGAOBAHUI: Me3anruasbnas (M1)
n sHAOKAHAASpHAA (B1) rumepkaeTodHOCTD acconuu-
POBaANCH € GOAEE BEICOKHM YPOBHEM IIPOTEHHYPHU, MO-
AOABIM BO3PACTOM U IIOBBIIIIEHHBIM APTEPHAABHBIM AAB-
ACHHEM; CETMEHTAPHBIN raoMepyAockaepos (S1) ceasan
C BEIPAKCHHOM IIPOTCHHYPHCH, CHIZKEHIEM PACUETHOM
ckopocti kAyooukosoii puaprparmu (pCK®) u 6oace
OBICTPBIM IIPOIPECCHPOBAHIEM 3200ACBAHNIS; TYOYAAD-
Hast atpodus 1 uHTEpCTHIHAABHEL hudpos (T1/T2)
ABAAFOTCA MOIIHBIMU HE3ABHCHUMBIMU IIPEAUKTOPAMU
HEOAATOIIPUATHOTO HCXOAQ, KOPPEAUPYH € ODOAeE HH3-
kot pCK® 1 moKHABIM BO3PACTOM IIAMEHTOB [22,
24, 25]; moayayuns (C1/C2), 0cobeHHO 1Py UX BBICO-
KO A0oAe B Onorrrate (>25%), IPEACKA3BIBAIOT OBICTPOE
yXyAlleHue (DYHKIHH IOYCK, OCOOCHHO B OTCYTCTBHE
HMMYHOCYIIPECCUBHOH Tepanuu [26, 27].

B pamkax HaCTOAIIErO MCCACAOBAHHSA MBI IIPOBEAN
OIICHKY KAHHHKO MOP(OAOIHYECKUX KOPPEAAIHI
y KPYIIHOI KOTropTsI MarueHTos ¢ IgA-nedpomnarmeii.
AHAAHU3 BKAIOYHA COIIOCTABACHUE OCHOBHBIX ACMO-
rpadpU9IeCKUX XapaKIEPUCTUK (BO3PACT, IIOA) U KAH-
HUYECKHUX ITOKa3aTeAel (IIPOTEMHYPHH, FeMATyPHH,
CBIBOPOTOYHOTO KPEATHHUHA U PACUYCTHON CKOPOCTH
KAYDOUKOBOM (PUABTPAITHN) C MOP(MOAOTHUECKIMH I1a-
pamerpamu, ornpeaeaéuusME 110 kputepusam MEST C
Oxcopackoit kaaccnUKamm, a TAaKKe ¢ KAIeCTBEH-
HBIM OITMCAHHEM CprKTyprIX U3MEHEHUU B COOT-
BercTBuH ¢ Kaaccudukaruerr M. Haas. [Tpumenenue
TAKOTO IIOAXOAQ TTO3BOAHAO BBIAGAHTH TPU OCHOBHBIX
KAIHEKO-MOpdoarorudeckux ¢enoruma IgA medpo-
HATHH, PASANYAIOIIUXCA IO CBOUM KAMHHIYECKUM
1 MOP(MOAOTHYECKIM IIPOABACHHAM, YTO, BO3MOKHO
OTPaKACT PASAUYHUA B IATOICHETHYCCKAX MEXAHN3MAX
pasBuTHA 3a00AEBAHUA.

Marepuasbl 1 METOABI

B perpocmexkruBHOe HCCACAOBAHHE BKAIOYCHO
2679 manmenTos ¢ mopdororudeckn BepuduIn-
posannoil IgA-nedponarueii, AMATHOCTHPOBAHHOI
IO pe3yAbTaTaM OmomcHm ImodYkn B mepmoa ¢ 2014
o 2024 rr. Cpeanmii Bospact cocraua 35,3113 aer
(ot 3 a0 88 aer), MyxuauHb cocTaBasAu (64%, AeTH
A0 15 aet — 7%.

W3 manpasBaeHHHE HA OHOIICHIO AAf HACTOAIIECTO
HCCACAOBAHHA OBIAU ITOAYYCHBI CACAYIOIIUE AAHHEIC:
AeMorpaIYecKre IIOKa3aTEAH, CBEACHHA O AAMTEABHO-
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crr 3aD0ACBAHUA HA MOMEHT BePH(PUKAIIIN AHATHO34,
AaDOPATOPHEBIE ITOKA3ATEAH, BKAFOUABIIIIE OOIINI aHa-
AM3 MOYH, YPOBEHb CYTOYHON IPOTENHYPHU U CHIBO-
POTOYHOrO KpeaTHHHHA, OOIIHH OEAOK H OEAKOBBIE
(bpaKLU/IH (AAfl TAITUEHTOB C IPOTEMHYPUEH HC(i)pOTI/I—
geckoro yposHsA). CKOpocTh KAYOOUKOBOI PHABTpa-
nun (pCK®) paccuanrebasacs o popmyae CKD-EPI,
y Aereii — rto opmyae [1IBaprra.

[TaToMOpP(HOAOTHIECKOMY H3YUCHHIO ITOABEPIa-
AHICH (bpaI‘MCHTI)I TKAaHH, HOAY‘{eHHbIC HpI/I HyHKL[I/IOH-
Holi brorrcrn novku. Mopdoaorngeckoe nccAeAoBa-
Hue OUOITATOB BKAIOYAAO CBETOBYIO MUKPOCKOIIHIO
HA CPe3aX TOAITUHOM 3-4 MKM, OKPAIIEHHBIX reMa-
TOKCHAHHOM U 903HMHOM, Tpuxomom mo Maccony
u ndd-peakruBom, a Takike IMMYHODAFOOPECIIEHT-
HOE HCCACAOBAHNE, BEIITOAHABIIICECHA HA 3aMOPOAKEHHBIX
cpe3ax TOAIMHON 4 MKM ¢ MOHOKAOHaABHBIME FITC-
meuennbME aHTHTeAaMH K IgG, IgM, IgA, C3 u Clg-
dparMeHTAM KOMIIAGMEHTA, U ACTKUM I[CIIAM KaIllia
n aamoaa (DAKO).

Perrpe3eHTATUBHBIM CIHTAACA MATEPHAA, COACPHKA-
it Goaee 7 KAYOOUKOB. [ 10 AAHHEIM CBETOOIITIYECKON
KAPTHHBI OLEHUBAAYICH IIOAYKOAMIECTBEHHBIE I1apaMe-
per (M, E, S, T, C) B coorBerctBun ¢ Okcdopackoit
KAaccnuUKaImei, ¢ AOMOAHUTEABHON KOAHMYECTBEH-
HOII OIICHKOH PacIpPOCTPAaHEHHOCTH MHTEPCTUIIHAAD-
Horo ¢hudposa u TyoyAapuoit arpocun (MPTA) (B %
OT TIAOITIAAN ITAPEHXUMBI), IIPOLIEHTA ITOAHOCTBIO CKAE-
PO3UPOBAHHBIX KAYOOUKOB (I/€) 1 KAYOOUKOB € CerMeH-
TApHBIM CKAEPO30M (8%0), a TaKiKe KAYOOUKOB C KACTOY-
ubivu/ pubposuo-kaetounsivu (C%) u pubposasmvu
moAyAyazsmu. [Tpn omucanm MopdhOAOTHYECKOI Kap-
THHBI BHACAAACA MOP(OAOTIIECKHI TPOPHUAD TAOME-
PYAAPHOIT ITATOAOTHH B COOTBETCTBHH CO CTAHAAPTH3H-
poBaHHOI KAaccuduKarmeii raomepyAonedpuTos [28].

[Ipu cratuctmgeckoil 00pabOTKE AAHHEIX IIEPEMCH-
HBIE, IMEIOIIHE HOPMAABHOE PACIIPEACACHIE, OIHCHI-
BAAHCH KaK CpeAHee E cpeAHee KBAAPATHIHOE OTKAOHE-
nue. [ Ipu cpaBHeRNN CPEAHNX 3HAYEHMH NCIIOAB3OBAAT
kpurepuii CrproaeHTa. AASl OIIEHKN 3HAYHMOCTH Pas3-
AMYNI KAYECTBEHHBIX IIPH3HAKOB IIPIMEHAACHA TOUHBII
kpurepuit Puinepa n y? kpurepuil. AAs IIepEMEHHBIX
C PACHPEACAECHHEM, OTAMYHBIM OT HOPMAABHOTO, BbI-
YHUCASANCh MEAFIAHA U IHTEPKBAPTHABHBIN pasmax. Aas
CPaBHEHIA 3THX IIEPEMEHHBIX HCIIOAB3OBAAMCH KPHTE-
pun Mamma-Yuran u Kpackeaa-Yoauca. Pazanmaus
CYHTAAUCH CTATHCTHYCCKU 3HAYNMBIME IIPH 3HAYCHIAX
$<0,05. CratucTraecknii aHaAU3 BBIITOAHAACH IIPH ITO-
Mory akera mporpamm SPSS.

PesyapTaTer
Kaunuueckue npossaenus na momenm buoncun
[Toxazanmem K OFOIICHI ITOYKN CAY/KHAO BBIABACHIC
MOYEBOIO CHHAPOMA, IIPOABAABIIETOCA TEMATYPUEEH Pa3-

AMYHOH BBIPAKEHHOCTU U IIPOTEHHYPHEH, C HAH Oe3
HapyIeHns PYHKIHN To4ueK. B OOABIIHHCTBE CAyIacB

34 Hedponoruau guanus - T. 28, N2 1 2026

E.C. Crongpeswy, [1.1O. Kanmsikoea, T.P. Xunurckas, [1.B. Crapukos

Ta6bnuua 1 | Table 1

KnuHnko-gemorpaduueckue npossneHuns IgA-Hedbponatum
Ha MOMEHT 6uoncun

Baseline demographical and clinical characteristics of patients
with IgA-nephropathy at the time of biopsy

MapameTtp 3HauyeHune
Bo3pact (rogpl) 35+13
Mon (M/X) 64% /36%
MpoteunHypusa (r/cyT) 2,1(0,75;3,0)
MpoTteunHypua

<1r/cyt 33%

1-3r/cyT 42%

>3,0r/cyT 25%
lematypusa

OtcyTcTBYyeT 12%

<25 KknBn/3p 24%

>25 kn B n/3p 51%

Makporematypus 13%
CbIBOPOTOYHbIN KpeaTUHWH (MMOnb/n) 0,12(0,09;0,19)

56,8+33,2

pe 60,4 (33,3; 84,16)

XBM T 1/2/3a/36/4/5 (%) 19/31/15/13/14/8

(63%) HAa MOMEHT OHOIICHH OTMEYAAACH 3HAYMMAs Ie-
Matypus, B ToM ncAe y 328 (12,5%) marmenTtos Obiaa
sadukcuposana makporemarypud. B 24% cayuaes ot-
Me4YaAaCh MUHUMAAbHAs rematypus (Mexee 25 B 11/3p),
a'y 335 marmentos (12,5%) rematypusa Ha MOMEHT O1-
OIICHH OTCYTCTBOBaAA (TabA. 1).

Meanana nporeunypun cocrapasaa 2,1 (0,75; 3,0)
r/cyr. B 27% caydaeB ormedarach mpoTeHHypuHs,
e rpesbimatommas 1 r/cyr. [Toutn y moroBuust 60Ab-
HBIX (42%) 5TOT IIOKA32TEAD HAXOAUACHA B AHAITA30HE
or 1 a0 3 r/cyr, emme y 25% ormedarach BoIpaKEHHAS
nporenHypus, npesbiasinas 3 r/cyr, y 116 marmenros
(4%) mporenHypuA HA MOMEHT OMOIICHH OTCYTCTBOBAAA
(menee 0,1 r/cyr).

Hapymenne dyuxnnn mouex (XBIT 3a craann
u Bolre) orMedarocs B 50% caygaes, 3 marnuenTa
Ha MOMCEHT OHMOIICHI HAXOAHAMCH Ha 3AMECTHTEABHOI
HOYEeYHOH Teparmu. MeAnaHa ChBIBOPOTOYHOTO Kpea-
tuarHa cocrasasaa 0,12 (0,09; 0,19) Mmmoas/ A, cpea-
st pCK® — 56,81+33,2 ma/mun ¢ meananoit 60,4 (33,3;
84,16) MA/MuH. PaciipeAeAeHIE ALIEHTOB 110 CTAAMSIM
XBIT npuseaeso B tadbamnte 1.

Mopgporoezureckas kapmuna

[To AAHHBIM CBETOOIITHYECKOTO HCCACAOBAHIS HAM-
6oAee gacTBIM MOPPOAOTIUECKIM IIPH3HAKOM OKA3AACH
cerMeHTapHEI ckAepo3 (71%). Mesanruaspnas rumep-
KACTOYHOCTb OTMedasachk y 37,5% marmenTos, B 22%
CAYYAEB IMEAACh SHAOKAIIMAAAPHAA THIIEPKACTOYHOCTD.
V 19% marueHTOB IMEANCH KACTOYHBIE U (hUOPO3HO-
kaerounsie moayayaud (C1 — 16,5%; C2 — 2,5%), eme
B 21,5% cayuaeB — bUOPO3HBIE ITOAYAYHHA.



Knumko-mopdonorudeckue deHonsl IgA-redponarmm

Ta6bnuua 2 | Table 2
Mopdonornyeckune nposasnenus lgA-Hepponatumn
Pathological features of IgA nephropathy

3HayeHune

M1 37%
E1 21%
S1 73%
T1/T2 37%/16%
c1/c2 16,5%/2,5%
nob6anbHbI Fnomepynocknepos (% Knyboukos) 15,4 (0; 37)
CermeHTapHbI rnomepynocknepos (% Knyo6oukos) 20,0(12; 30)
NOTA (pacnpocTpaHeHHOCTb %) 20(10; 30)
MonynyHua (% BoBeYeHHbIX Ky6ouKoB)*

KneTouHble 1 GUbPO3HO-KNeToUHbIe 12(7,7; 20)

Drbpo3HbIe 13 (8; 20)

* Y NAUMEHTOB C MONYAYHUAMN

V 37% nanmeHToB rAOMEpyAApHAsS ITATOAOTHSA CO-
yerarach TDTA, sanmmvasmum 6oaee 25% rmaormaan
IIAPEHXMMEL, B TOM 9HcAe ¥ 16% aTOT mMoKasaTeAs mpe-

oA 50% (T2) (raba. 2).
Koppersyuonnwiii anarus

[Ipu aHaAn3e KOppeAAIHi MEKAY MOpdOAOTHYe-
CKHFIMI IIPU3HAKAMU BEIACASANCE 2 IPYIIIIBI TAPAMETPOB,
TECHO CBA3AHHBIX MEKAY coOoM. Tak, kpurepun M, E
u C, oTpaxkarommue akTHBHOCTD IIPOIIECCA U KPHTEPUH
S, T u r/c, OTpa)aroOIIHe €ro AABHOCTb, TECHO KOppe-
AIPOBAAH MEKAY CODOI, TOTAA KAK MEKAY IPYIIITAME
IIPU3HAKOB OTMEYaAach 0OpaTHad koppeasrua. Orme-
JAAACH TAKIKE 3HAYMMAA KOPPEAALINA MEKAY BO3PACTOM
u npusHakamu Hecppockaeposa (S, T, r/c u UDTA), uto
OTPaKAET ECTECTBEHHYIO 3BOAIOIUIO IIPOIECCa C Ha-
KOITACHHEM ITPU3HAKOB CKAEPO3HPOBAHHUA PA3AMIHBIX
CTPYKTYP ITOUEUHOH IapeHXnMEI (TabA. 3).

Kaunanko-mopdororngeckre KOppeAAIIng OKkasa-
AMICb DOA€E CAOKHBIMH, OTPakas 3aBUCHMOCTD KAH-
HHYECKHX IOKA3aTEACH KaK OT aKTHBHOCTH ITPOIIECCa,
TAK 1 OT PACIPOCTPAHEHHOCTH I'AOMEPYAOCKAEPO32
u UPTA. Tak, B OTHOIIIEHHH BEIPAKEHHOCTH IIPOTE-
MHYPUH OTMEYAAACH TECHAA CBA3D KAK C KPHTEPHUAMH
E u C, rak u ¢ pacupocrpanenroctsio UPTA u BoI-
PAKEHHOCTBIO TAOMEpPYAOCKAepo3a. [Ipu atom B OT-
HOIIIEHUH CETMEHTAPHOIO CKAECPO3a BBIPAKEHHOCTDH
IPOTENHYPUHU OIPEAEATAACH HE CTOABKO HAAMYHEM
3TOTO IIPU3HAKA, CKOABKO IIPOIEHTOM KAYOOYKOB, BO-
BACUEHHBIX B ITporiecc. Tak, Ipy ncroAb3oBaHmnu OoAee
TOYHOTO IOKA3ATEAA, XAPAKTEPUIYIOIIIETO IIPOIICHT KAY-
OOYKOB C CErMEHTAPHBIM CKAEPO30M, KO3 DHIIHEHT
koppeadnun cocrapua 0,23 (p<0,000) Toraa kax Aad
IIOAYKOAMYECTBEHHOTO Kputepus S oH ObA pasen 0,07
(»=0,02). CK® u yposens kpearunnna u pCK® B nep-
BYIO OUYEPEAD OIPEAEATAHCH PACIIPOCTPAHEHHOCTHIO
HE(DPOCKAEPO3a, 4 TAK/KE HAAUYHEM CBE/KHX IIOAYAYHIH

(TadA. 4).

OpMI’MHOﬂbeIe CTATbU

Ta6nuua 3 | Table 3

Koppenauusa mexay mop¢ponornyeckumm xapakrepuctukamm
npwu IgA-HedpponaTtun

Correlation between pathologic features in IgA nephropathy

C M E C S r/c (%) | UOTA |Bo3pact

M 0,276 | 0,132 | 0,163 | -0,26 | -0,165 | -0,063

E 0,276 0,57 -0,03 | -0,136 | -0,048 | -0,038

C 0,132 | 0,57 -0,03 | -0,07 0,02 | 0,012

S 0,163 | -0,03 | -0,03 0,08 | 0,07 0,19
r/c(%) | -0,26 | -0,136 | -0,07 | 0,08 0,78 | 0,22
M&;A -0,162 | -0,048 | 0,018 | 0,168 | 0,78 0,27

Bo3pact| -0,063 | -0,039 | 0,012 | 0,19 | 0,22 0,27

OEI-p<0,001 [ICI-p=0,01-0,001 [ICI-p=0,05-0,01

[ne M1 - me3aHrnanbHaa rvnepkneTouyHocTs (6onee 50% kny6oukos); E1 — aH-
AOKaNUINAPHaA rMNepKIeTOUHOCTb; ST — cermeHTapHbIiA ckneposa; TO - UOTA
MeHee 25% napeHxumbl; T1 UDTA 26-50%, T2 — UDTA 6onee 50%; C1 — kneTou-
Hble/PpUOPO3HO-KNETOUHbIE NONYNyHUA MeHee 25%; C2 —KneTouHble/prbpo3Ho-
KNneTouHble nonynyHua 6onee 25% kny6oukos. [/C — NpoLIeHT NONHOCTbIO CKJle-
pO31poBaHHbIX Kiy6oukos. UDOTA — pacnpocTpaHeHHOCTb MHTEPCTHLMANBHOTO
$nbpo3a n TydynapHo atpodun (%).

M1 - mesangial hypercellularity (in 50% glomeruli and more); E1 - Endocapillary
hypercellularity; S1 - Segmental glomerulosclerosis; T1 - Tubular atrophy/inter-
stitial fibrosis; 26%-50% T2 - Tubular atrophy/interstitial fibrosis >50%; C1 - Cel-
lular/fibrocellular crescents in <25% of glomeruli; C2 - Cellular/fibrocellular cres-
cents in >25% of glomeruli; GS - Totally sclerosed glomeruli (%); IFTA - Tubular
atrophy/interstitial fibrosis (%).

Ta6bnuua 4 | Table 4

Koppenauusa mexxay mophonornyeckumm v KIMHNKo-
na6opaTopHbIMU XapakTepuctukamu npu IgA-Hepponatum

Correlation between pathologic features and laboratory
characteristics in IgA nephropathy

du6-
C S | r/c NOTA
M E C S |po3Hble %) | (%) | (%)

(%) n/n (%)

MpoTtennypua

(r/c) 0,04|0,17|0,17 0,213| 0,07 | 0,155 (0,228 0,18 | 0,23

lematypua | 0,05|0,11|0,15|0,14 |-0,05| 0,064 |-0,05(-0,21|-0,06

KpeaTnHuH

-0,16/-0,12/ 0,12 | 0,08 |-0,03| 0,097 |0,12]0,49 | 0,59
(Mkmonb/pgn)

Tae M1 — Me3aHrnanbHas runepkneTouHocTb (6onee 50% knyboukos); E1 - 3HA0-
KanunnapHasa runepknetoyHocTb; T0 — UOTA meHee 25% napeHxumbl; T1 UOTA
26-50%, T2 - NOTA 6onee 50%; C1 — KneTouHble/GUOPO3HO-KNETOUHbIE MOMYNy-
HUA MeHee 25%; C2 —KneTouHble/PpnOPO3HO-KNeTOUHbIE NONyNnyHMA 6onee 25%
Kny6oukoB. C (%) —NpOoLEHT Ky6oUKOoB C KNETOUYHbIMU/GUOPO3HO-KNETOUHbIMU
NONYNyHUAMM, S —~CErMeHTapHbIN CKnepos S% — NPOLIEHT KNy6OUKOB C cermeH-
TapHbIMU ckNepo3om /C% — NPOLIEHT MOMHOCTbIO CKNePO3MNPOBaHHbIX KNy6ou-
KoB. UOTA% — pacnpocTpaHeHHOCTb MHTePCTULManbHoro Gubposa u Tybynsap-
Hol aTpodum (%).

M1 - mesangial hypercellularity (in 50% glomeruli and more); E1 - Endocapillary
hypercellularity; T1 - Tubular atrophy/interstitial fibrosis 26%-50% T2 — Tubular
atrophy/interstitial fibrosis >50%; C1 - Cellular/fibrocellular crescents in <25% of
glomeruli; C2-Cellular/fibrocellular crescents in >25% of glomeruli; C (%) - num-
ber of glomeruli with cellular/fibrocellular crescents; GS % — number of totally
sclerosed glomeruli (%); IFTA — Tubular atrophy/interstitial fibrosis (%)
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Mopgporozureckue npogpurn IgA-negpponamun

[Ipu orenke Mmopdoaormaeckux IpoduAEH raome-
pyAfpHoii marororun mpu IgA-aedpomarim 0kasaA0ch,
uT0 B 12% cAyJaes Ha CBETOONITHYECKOM YPOBHE IIpH-
3HAKH TAOMEPYAAPHOI rmatoAornu orcyrcrsosasn (MO
E0 SO C0). Eme B 3,5% cayuaes oTME9aAach TOABKO
mesarrrabaas npoaudeparust (M1 EO SO CO). V 6oab-
IIIHCTBA IAINEHTOB OCHOBHBIM MOP(OAOTHYECKIM
IIPOABACHHEM OBIA CETMEHTAPHBII TAOMEPYAOCKAEPO3
B COYETAHUU C ME3AHINAABHOMN rpoandepanueit (21%)
Anb60o usoanposanso (17%). B 19% caywaes BorABAd-
AACH 9HAOKAIIIAAAPHAS IPOAHpepanus, B TOM IHCAC
¢ 0Opa3oBaHHEM KACTOUHBIX U (PUOPOZHO-KACTOIHBIX
IOAYAVHEE Ooace deM B moroBuHe u3 Hux (11%).
V 572 (10%) manuenros dhopMupOBaHUE IIOAYAYHHIE
HE COIIPOBOKAAAOCH COIYTCTBYIOIIEH ME3aHTHAABHOM
U 9HAOKAIIHAASIPHON IHIIEPKACTOYHOCTBIO. [1pu aTOM
peoOAasasn (puOposubie MOAYAyHRSA (7,7%0) 1 AUIIb
B 02 cayuasx (2,3%) Ouomcus BBIABASAA KACTOYHBIC
1 (PHOPO3HO-KACTOUHBIE IIOAYAYHISA, 4 TAKKE YIACTKI
(puOPHHOMAHOIO HEKPO3a KAIIMAAAPHBIX IeTeAb. Ha-
komen y 17,5% maruenTos Guormcus Obiaa BEIIOAHCHA
yiKe Ha CTAAMH PACIIPOCTPAHEHHOTO HePOCKAECPO3a,
npespimaroriero 50% moYeaHol mapeHxnMEI, Kak IIpa-
BHAO B COYETAHUH C TAODAABHBIM U CETMEHTAPHBIM TAO-
MEPYAOCKAEPO3OM I apTepHOCKAepO3oM. B 4% 13 atmx
CAy9YaEB IPU3HAKN HEPPOCKAEPO32 COUETAANCH C IIPO-
ABACHUAMU AKTUBHOTIO ITPOLIECCA, BKAIOYAA SHAOKAIIHA-
ASIPHYIO THITEPKACTOYHOCTD 1 POPMUPOBAHIE KACTOU-
HEIX 1 PUOPO3HO-KACTOUHBIX IOAYAVHHI (puc. 1).

[Tpu 9TOM CO3AQ€TCA BIIEYATACHHUE, ITO HEKOTOPBIE
HPOMHUAN OTPAKAIOT HPUHIIUIIHAABHBIE PA3AHYHA
B IIATOTCHETHYCCKUX MEXAHU3MAX HE(DPOIIATHH y AQH-
HOI KOTOPTHI ITAIINEHTOB, TOTAA KK APYTHE OTPAKAIOT
CTaAMIO pasBuTHA Ipouecca. Ha ocHoBanuu KANHEKO-
MOP(hOAOTHYECKHX KOPPEASIINI MBI BEIACAAAN 3 OC-
nosHbIX penortua IgA-nedponaTum, oTAmUarOIIXCA
110 CBOUM MOP(OAOIHYECKUM IIPOABACHIAM U OCOOCH-
HOCTAM KAHMHHYECKOH KAPTHHBI, YTO BO3MOKHO OTpa-
KaeT IPEeOOAAAAHIE TEX HMAH HHBIX MEXAHHU3MOB B ¢
IIPOIPECCHPOBAHIN.

®enporun 1 (TUIIYHEIA), B pA3BUTHH KOTOPOTO, Be-
POATHO, IPEOOAAAAET BOSACHCTBHE IIHTOKUHOB, CHH-

E.C. Cronspesny, [1.10. Kanmsikoa, T.P. Xunutckas, [1.B. Crapukos

MOSOEO
T2 12%

M1EO0SO

3%

MOEOC1-2
2%

M1EOS1

22%
El

19%

MOEOS1 (¢pnbpo3sHbie
nonynyHus)

MOEOS1
8% 17%

Puc. 1. Mopdonoruyeckue npodpunm IgA-HedpponaTtum

Fig. 1. Histological patterns of IgA-nephropathy

TE3UPYEMBIX ME3AHTHOIIMTAMYI HA CTEHKY KAITHAASAPOB,
IPHUBOAS K YBEAMYICHHIO €€ IPOHMIIAEMOCTH, 2 TAKAE
HA TAOMEPYASPHBIH (IIOAOLIUT) U TYOYASPHBIH SIIHTE-
AW, BRI3BIBAA X TIOBPEKACHHE U artonrTos. Mopdoao-
THYECKAMU €TI0 TIPOABACHUAMU ABAAETCA ME3AHTHAABHASA
npoAudeparya 1 (GOPMUPOBAHUE CETMEHTAPHOTO I'AO-
MEPYAOCKAEPO32. DHAOKAITHAAAPHASA THIIEPKACTOYHOCTD
U ITOAYAYHHSA OTCYTCTBYIOT (puc. 2). Ha pamnux cra-
AMSAX TIPOSABASICTCS AMIITh MUHIMAABHOI IIPOTEHHYpreit
U IEPCHCTUPYIOMIEH MUKPOTEMATYPHEH H 3a9aCTYIO
OCTaeTCsA HEPACIIO3HAHHBIM. TeM He MeHee, B IIOCACAY-
FOITIEM OTMEYAETCA IIPOTPECCUPOBAHNE HE(DPOIIATHH
C IIOCTEITEHHBIM YBEAHUEHHEM ITPOTENHYPUH U IIPU-
COEAMHEHHUEM apTepHaApHOI runeprensun. [lo mepe
IIPOrPECCHPOBAHUSA IIPOIIECCA, IIPOIEHT KAYDOIKOB
C CErMEHTAPHBIM M TAODAABHBIM I'AOMEPYAOCKAEPO3OM
YBEAMYHBACTCA MAPAAAEABHO C YBEAMICHHEM PACIIPO-
crpanennoctu MIOTA. Camxenne QyHKINH IOUYEK
OTMEYAETCA AHIITb Ha CTAAHH PACIIPOCTPAHEHHOIO He-
dpockaeposa (T2) (raba. 5, puc. 5).

®enorun 2 (arpecCUBHBIN) — XapaKTepU3yeTcsa Ha-
AMYHEM HE TOABKO ME3aHTHAABHOM, HO M 9HAOKAITHA-
AdpHOH rurmepkaerounoctu (puc. 3). Kamaumgeckn
IIPOTEKAET C BHIPAKEHHON IIPOTEHHYPHEH, 3a9ACTYIO

Ta6bnuua 5 | Table 5

KnnHuko-gemorpadurueckme xapakTepucTvkiy nauneHToB ¢ | (TunuyHbim) peHoTrnom IgA-HepponaTim

Baseline demographic, clinical and laboratory characteristics of patients with | (typical) phenotype of IgA-N

PaHHAA cTagna
MO-1 EO SO (434)

MpopBuHyTan cragus
MO0-1 EO S1T0-1 (994)

Crapusa HeppocKneposa
M1-0 EO S1T2 (349)

Bo3pacr, net 31+14 (30)
MpoTenHypwus, r/cyt 0,63(0,2;1,4)
KpeaTuHuH (Mmonb/n) 0,12+0,1 (0,1)
pCKD, mn/MuH 77+35(77,4)
OCIC (%) 0
[mob6anbHbil r/c (%) 7+13(0)
NOTA (%) 8,2+10 (0)

37+13 (35) 39+12(37)
1,3(0,8; 2,5) 2,0(1,0;3,5)
0,13+0,09 (0,11) 0,34+0,22 (0,27)
67,5+29 (66,5) 26,1+17 (22,3)
21+13(18) 23+12(20)
18+16 (17) 66,518 (66)
19£11 (20) 53,7%14,2 (50)
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OpMI’MHGHbeIe CTATbU

Puc. 2. Mopdonornyeckas KapTuHa IgA-Hedponatum npu | peHoTUne (TMNUYHOM)

A) Knybouek C MMHMManbHbIM pacliMpeHieM Me3aHris 1 Me3aHranbHoN rmnepkneToyHocTbio. Okpacka PAS x100; B) Kny6ouek ¢ mesaHrnanb-
HOW MMMepKeTOYHOCTbIO 1 CerMEHTapHbIM CKNepo30oM KanuanapHbix netenb. Okpacka PAS x100; B) PacnpocTpaHeHHbln $nbpo3 nHtepctuyms
1 TybynapHas atpodua. [MobanbHbIi U cermeHTapHbIN rnomepynocknepos. Okpacka Tpuxpom no MaccoHy x40

Fig. 2. Histological features of the first (typical) phenotype of IgA-N

A) Glomerulus with mild widening of the mesangial region with mesangial proliferation (PAS stain, magnification x100); B) Glomerulus with
mesangial hypercellularity and segmental glomerulosclerosis (PAS stain, magnification x100); C) Extensive interstitial fibrosis and tubular atrophy,
global and segmental glomerulosclerosis (Masson’s trichrome stain, magnification x40)

Puc. 3. Mopdonornyeckas kapTuHa IgA-Hedponatum npu Il deHoTrne (arpeccuBHOM)

A) SHpokanunnapHas nponudepaLlysa ¢ GopmrpoBaHrem Hebonbloro GrubposHo-kneTouHoro nonynyHus Okpacka PAS x100; B) YuacTtok cer-
MeHTapHOro CKNepo3a C OCTaTOYHON SHAOKaNUANAPHON nponndepaumein n popmmposaHmem cermeHTapHoro rubéposHoro nonynyHua Okpacka
PAS x100; B) Cknepo3npoBaHHble Ky6oUKM C OCTaTOUHOW SHAOKANIIIAPHON MMNepKIETOUHOCTbIO N He6ONbLINM GUOPO3HO-KIIETOUHBIM MOJY-
NyHvem. PacnpocTpaHeHHbI dprbpo3 nHtepctuums n atpodus kaHanbLes. Okpacka PAS x40

Fig. 3. Histological features of the Il (aggressive) phenotype of IgA-N

A) Glomeruli with endocapillary hypercellularity and small fibro-cellular crescent (PAS stain, magnification x100); B) Glomerulus with residual
segmental endocapillary hypercellularity, segmental scarring lesion and fibrous crescent formation (PAS stain, magnification x100); C) Sclerotic
glomeruli with residual endocapillary hypercellularity and fibro-cellular crescent in one of theme. Extensive interstitial fibrosis and tubular atrophy

(PAS stain, magnification x40)

HePOTHYIECKOTrO YPOBHA, U rematypueii. B aebrore
3200AEBAHHA HEPEAKO OTMEYACTCHA KAPTUHA OCTPOTO
HePUTUIECKOTO CHHAPOMA C TPAH3HTOPHBIM IIOBbI-
nIeHueM yposHA kpeatuHnHa. Hamboaee BeposATHBIM
MEXaHU3MOM ITOPAKEHHUA TPEACTABAACTCA AKTHBAIIHA
CHCTEMBI KOMIIAEMEHTA, CITOCOOCTBYIOIIIAA IIPUBACYE-
HHIO BOCITAAUTEABHBIX KACTOK B IIPOCBET KAIIMAAAPOB
(3HAOKAIIMAAAPHASA THIIEPKAETOYHOCTD) 1 ITOBPEKAC-
HUIO CTEHOK KaITMAAAPHBIX 11eTeAb. [1o Mepe mporpec-
CHPOBAHHA 3200ACBAHIA OTMEYACTCA HAPACTAHIE BBIPA-
KEHHOCTH TAOMEPYAOCKAEPO32 U HHTEPCTHIINAABHOTO
¢pubposa, 0OAHAKO XapaKTEPHON OCOOCHHOCTBIO AAH-
HOro (heHOTUIIA ABASETCA COXPAHAIOIIAACA AKTUBHOCTD
3a00AEBAHISA AAZKE HA CTAAHH PACIIPOCTPAHEHHOIO He-
dpockaeposa (TadA. 6, puc. 5).

®enoruir 3 (MAKPOreMaTypPUIECKHIT) — XapaKTepH-
3yercs AOKAABHBIM HEKPO3OM KAIIMAAAPHBIX ITETEAD
1 00pa3OBAHHEM KAETOUYHBIX IIOAYAVHHI Oe3 comyT-

CTBYIOIIEH SHAOKAIIMAAAPHOHI THIIEPKACTOUYHOCTH, ITO
KAHMHIYECKH ITPOSBALETCS SIIIM30AAMU MAKPOTEMATYPUH.
B nocaeayrorim 30Ha HEKpo32a 3aMeraeTcsa pyoroBoit
TKAHBIO C (POPMUPOBAHIEM CEIMEHTAPHBIX (PHOPO3HBIX
moAyAyHHH (puc. 4). B craanu pemuiccnu y marmeHToB
C TAKFM BAPHAHTOM HOBPEAKACHNA MOYEBOI CHHAPOM KaK
IIPABHAO OTCYTCTBYET, U (DYHKIINA IIOYEK OCTACTCA HOP-
MaABHOM. B cBA3M ¢ 31rM Groricus Ipr TakoM XapakTepe
IIOBPEKACHUA BEITIOAHACTCA PEAKO U B HAINIEH KOTOPTE
OH IIPEACTABACH OTHOCHTEABHO HEOOABIITHM YHCAOM
HabAroAeHnI. [ToCKOABKY AaHHBIH (DEHOTHIT OTAMYA-
eTCA AOCTATOYHO OAATOIIPUATHBIM TEICHIEM 1 HU3KUMH
TEMIIAMI ITPOIPECCUPOBAHNA, BEIACAUTD IPYIITY C Xa-
PAKTEPHBIME MOP(MOAOIMIECKIMI N3MECHEHUAMHE KAY-
GOUKOB U PacIIPOCTPAHEHHBIM (DIOPO3OM HHTEPCTULINA
HaMm He yAaAochk. Kamnnko-aaboparopusie u Mopdo-
AOTHYECKHE XaPAKTEPHCTUKH IAITMEHTOB C 9THM (pe-
HOTHUIIOM ITPUBEAEHBI B TabAnIle 7 u HA pUCYyHKeE 5.
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Ta6bnuua 6 | Table 6

KnuHuko-gemorpaduyeckme xapakTepucTukm naumeHTos ¢ || ¢eHoTnom (arpeccrsHbiM) IgA-HepponaTmm

Baseline demographics and clinical characteristics of patients with Il (aggressive) phenotype of IgA-N

PaHHAA cTagna

MpopsuHyTan cragus

Crapus HeppocKneposa

E1S0(136) E1S1T0-1(428) E1S0-1T2(69)
Bo3pacr, net 34417 (32) 35+17 (35) 39,5+15 (38)
MpoteunHypus, r/cyt 2,0(1;3,5) 2,6(11,3;3,5) 3,9(2,4;4,8)
KpeaTuHuH (Mmonb/n) 0,13+0,09 (0,1) 0,14+0,11 (0,12) 0,36+0,19 (0,31)
pCKO, mn/mnH 68+32 (67,9) 63+28(61,9) 22,5+16(17,6)
OCIC (%) 0 23+12(22) 25,510 (25)
Tno6anbHbii r/c (%) 7,2£12(0) 16+15 (13) 43,8117 (43)
NOTA (%) 11,5£10 (10) 19+11 (20) 52,7+7,2 (50)
s ﬁ’f}lymﬁ . 57% (15%) 529 (12%) 71% (15%)
L 9% (17%) 41% (13%) 43% (14%)

% nonynyHun (MegnaHa)*

*y NaLMEHTOB C NONYNYHUAMN

Ta6bnuua 7 | Table 7

KnuHuko-gemorpaduueckme xapakrepuctuki naumeHTos c lll peHoTunom (Makporematypuueckum) IgA-Hedpponatuu

Baseline demographic and clinical characteristics of patients with Ill (macrohematuric) phenotype of IgA-N

PaHHsAsa ctagua MO EO SO C1 (92)

MpopaBuHyTan ctagma MO EO S1 T0-1 (165)

Bospacr, net
MpoteunHypus, r/cyt
KpeatvHuH (Mmonb/n)
pCK® mn/muH

OCIC (%)
[mob6anbHbili r/c (%)
NDOTA (%)

C1-2 (%)
% nonynyHun (megmaHa)*

Dubpo3Hble n/n (%)
% nonynyHui (megmaHa)*

3515 (35)
1,5(0,7;2,2)

0,15+0,18 (0,11)

62,5+30 (64)
0
13,2+13(9,2)
16,7£10,1 (16)

100% (10%)

27% (10,5%)

37£15 (35,5)
1,0(0,5;2,1)
0,13£0,1 (0,11)
65,5+29 (65)
23+12(22)
16£15 (13)
19+11 (20)

16% (8,7%)

70% (14,7%)

Puc. 4. Mopdonornyeckas kapTuHa IgA-Hepponatum npu i peHoTnne (Makporematypryeckom)

A) YuyacTok GpUMOPVMHOMAHOrO HeKpo3a KanwiisipHbIX neTenb 6e3 ConyTCTBYIOLWEN Me3aHrManbHOM U SHAOKaNWIAAPHOWN TMNepKIeToOuHOCTH
(Okpacka -3 x100); B) CermeHTapHbIi CKNepo3 KanuanapHbIX NeTesb ¢ rpybbimM cpalueHmem ¢ Kancynoi BoymeHa n ¢opmmposaHriem nbposHoro

nonynyHui (Okpacka PAS x100)

Fig. 4. Histological features of the Ill (macrohematuric) phenotype of IgA-N

A) Segmental necrotizing lesions without mesangial nor endocapillary hypercellularity (H&E stain, magnification x100); B) Glomerulus with
segmental scarring lesion fibrous with crescent formation. Endocapillary hypercellularity is absent (PAS stain, magnification x100)
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b CbiBopoTOuHbIN KpeaTuHNH (MMOnbL/N)
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[ Crapua Hedpockneposa

Puc. 5. InHamrika nokasateneii npotenHypun (A) 1 cbiBOPOTOUHOTO KpeaTrHuHa (B) B 3aBucumocTu ot deHotuna IgA-HedpponaTtum

Fig. 5. Changes in proteinuria (A) and serum creatinine (B) levels depending on the IgAN phenotype

OGcy»xAeHne pe3syAbTaToOB

Paspaborka OxchOpACKON KAACCHPUKAIINT 1 IITH-
POKOE €€ MCIIOAB30BAHNE B KAMHUYECKOHN ITPAKTHKE
IIPUBEAO K ITOABACHHUIO IIEAOTO PAAA PabOT, OI[CHHBA-
FOIIHX PA3AMIHBIE KOTOPTHI ITAIINEHTOB B COOTBETCTBAN
C 3TUMHU KPUTEPUAMHU. DTU HCCACAOBAHUSA IOKAZAAH
BEICOKYIO TE€TEPOTEHHOCTh 3HAYCHHI ITOKA3aTCACH
MEST-C, o aamabiv Roberts ISD pasangasmnxcs
B HECKOABKO Pa3 IO KaKAOH u3 mmkaa [29]. Orgactn
3TO MOKET OOBACHATHCA HU3KOH BOCIIPOU3BOANMOCTBIO
Oxcdopackoii kaaccndukamm cpearr MOphOAOTOB
[25]: Tax, cucremaTnaeckuit 0030p 2023 roaa mokasaa,
YTO COIAACOBAHHOCTD MEKAY OIIEHKON ITaToMOpdO-
AOTOB OBIAA YMEPEHHON MAU HHU3KOHM AAfl MHOTHX ¢
KOMITOHEHTOB, 0co0eHHO AAf kpurepues E u C [30].
[Tommmo artoro, rereporennocts 3nauernii MEST-C
MOJKET OTPaKATh PABANIHA B KAMHIYIECKOM TEUCHUH
IgA-medporaTun B pasANIHBIX reOrpapIecKrx U o1-
HIrgeckux nonyAdusax [31]. Cymectsyer MHEEHDE O TOM,
9TO B A3MATCKUX CTpaHax IgA-nedpomaTnd He TOABKO
ABASIETCA OOAEE PACIIPOCTPAHEHHOMN, HO 1 XapaKTepH-
3yeTCsA XYAITHM IPOTHO30M IIO CpaBHEHMIO ¢ EBpormoi
u Cesepnoii Amepuxoii [32]. AefictBuTeABHO, B BOC-
TOYHOA3UaTCKUX Koroprax IgAN warre BHABAAIOTCA
AKTUBHBIE IIPOAM(EPATHBHBIE H3MEHEHHUA B IIOYCTHBIX
OMOIICHAX, UTO ITOATBEPKAAET DOAEE arpecCHBHOE Te-
dYeHre OOAE3HI B AAHHOM PETHOHE: S9HAOKAITHAAAPHAA
rurreprAeTounocts (E1) ormeuasacs npuvepso y 42%
LIAIIEHTOB B SloHMM, TOraa Kak B eBPOIIEHCKUX HC-
CACAOBAHUSAX STOT IIOKA3ATEAD COCTABAAA AnIb 10-14%;
moayayrus (Cl /C2) BBIABASAKCH y 50-63% manuenTos
a3MaTCKUX TTonyAanuit mpotus ~17% B eBpomeiickux
[33].

B oreuectsennoii pabore Aobponpasosa B.A. ¢ co-
aBTOpamMu OBIAO IIPOAEMOHCTPHPOBAHO, 410 Poccuiickas

HonyAfIHs narpenTos ¢ IgA-nedponarneii oranaaerca
errie OOACE TAKEABIMU KAMHIIECKIMHI IIPOSBACHHAMI
1 XYAIIIIM IIPOTHO30M ITO CPABHEHHIO C TAKOBBIMU B €B-
POIICHCKHUX U a3uaTckux crpanax [34]. Harm aanmsie
COrAacyroTcs ¢ moaydeHusiMu AobporpasossiM B.A.
PEe3yAbTaTAMI, ACMOHCTPHUPYA OOAEE BEICOKUIH YPOBEHD
nporennypun n Hu3kyro CK® 1o cpasrennio ¢ opu-
ruHaAbHBIM nccacaoBanreM VALIGA [21] (ta0a. 8).

B wactHOCTH, MEAMAHA CYTOYHOH IIPOTCHHYPHH
B HaIell koropre cocrasuaa 2,1 r/cyr, Toraa Kax B mc-
caeaoBarnn VALIGA owna Gsiaa ~1,2 r/cyT, a B pa-
6ore Aobponpasosa B.A. u coasr. — 2,20 r/cyr. Aoast
HAIIEHTOB C HE(DPOTHYECKUM YPOBHEM IIPOTEUHYPUU
(23,0 r/cyr) y Hac aoocturasa 25%, Toraa kak B VALIGA
0Kk0AO 21% GoAbHBIX mMeAr HpoTenHypuro 23,0 r/cyr,
a B poccmiickoii koropre [TaBaoBckoro ynusepcurera —
~30%. Cpeansa pCK® mipu BKAIOYEHUH B HAILIE HCCAC-
Aosanne (56,8 MA/MUH) OKa32AACH 3HAYUTEABHO HITKC,
gem B VALIGA (74 ma/mun) u B Betbopke B.A. AoGpo-
HpasoBa (71 MA/MIH); COOTBETCTBEHHO, BEICOKAS CTAAHS
XBIT (36-5, pCK® <30 ma/mMun) ormedaracs y 22%
Harwx rmanuenTos nporus ~8% B VALIGA n ~11%
B pabore Aobponpasosa B.A. u coasr. boaee Husknit
yposerb pCK®, moAyueHHBIH B HAIIIEM HCCACAOBAHHT,
coraacyercs ¢ OoAbmIeii yacToToi BeABAcHNA MIPTA
>50% (T2), 94T0 CBHACTEABCTBYET O IMO3AHCH IIOCTA-
HOBKe AmarHosa IgA-medponatnn y 3HaAYHTEABHOM
AOAH areHToB. OAHIM H3 BO3MOKHBIX OOBACHEHNIT
3TOI OCOOEHHOCTH MOKET CAY/KHTH IIHPOKAA reorpa-
(us 1eHTPOB, YIACTBYIOINUX B HACTOAIIEM HCCACAO-
Bannn (Bcero 48 AINY), pasanuaromuxcs 1o cBoeit
IIOAUTHKE B OTHOIICHUH BBIIOAHCHUS ITYHKIIHOHHOI
6uorrcnn nouku. Huskas gacrora BeltoAHeHNs OHOII-
CHH TIOYKH B OTACABHBIX PETHOHAX 329aCTYIO IIPHBO-
AHT K ITO3AHEH ITOCTaHOBKe AMarnosa IgA-nedponatnm
Ha CTAAMH PACIIPOCTPAHEHHOTO HEPPOCKAEPO3a.
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Ta6bnuua 8 | Table 8

KnuHnuyeckue n MOp¢OJ10rI/ILIECKVIe npoAasneHnA IgA-He¢ponaT|/|m B Ppa3/IN4yHbIX KOropTax nauneHToB

Clinical and morphological manifestations of IgA nephropathy in different patient cohorts

Co6CTBEHHbIE JaHHble VALIGA [21] No6poHaBos B.A. [34]

Bo3pact (ropb!) 35+13 35+16 34+12
MpoTenHypwus (r/c) 2,1(0,75;3,0) 1,2(0,5-2,4) 2,20(1,10; 4,40)
MpotenHypua 0,5-1r/c 14% 20%

1-3r/c 42% 39% 46%

>3 r1/c 25% 21%

>3,5r/c 30%
pCK® (Mn/muH) 56,8+33,2 74£31 71£32
pCKD <30% 22% 7,8% 11%
M1 37% 28% 41%
E1 21% 11% 23%
S1 73% 70% 74%
T 37% 21% 22%
T2 16% 4% 9%
c1-2 19% 27% 11%

[ToAyueHHBIE HAMH KAHHUKO-MOP(MOAOrIIECKIe
KOPPEASIINHI B IIEAOM COTAACYIOTCS C AAHHBIMI MCKAY-
HAPOAHBIX HCCAEAOBaHHH. Tak, HaIlle HCCAGAOBAHHE
IIPOAEMOHCTPUPOBAAO, YTO HAAHYHE ITPOAUDEPATHB-
merx m3menenuit M1, E1 accormuposano ¢ Ooacee BEI-
COKOH ITPOTENHYPHEH, MUKPOIEMATYPHUEH I aKTHBHEIM
tegernem 6oAe3nn. Cpasp M1 n El ¢ BerpameHHOCTBIO
nporennypun n camxeHreM pCK® Takke moATBEpK-
A€Ha B KPyIHBIX paboTtax. B toii e xoropre VALIGA
Ooace BoIcoKas akTuBHOCTD 10 M u E accomumposa-
AACB C POCTOM IIPOTEHHYPHH AQKE IIPU HCXOAHO HH3-
kol sxckpernu 6eaka (<0,5 r/cyr) [21]. Tak, Caster DJ
C COABTOPAMU BBIABUAH TECHYIO ACCOLMALIIIO MEKAY
kpurepusmMu M1 El1 u S1 u BeipameHHOCTBIO IIPO-
tennypun [35]. B kurafickom uccaeaosannn (7=410)
manueHTsl ¢ Angdy3HON SHAOKAITHAAAPHON IIPOAH-
epartmeit (>25% kAyOOUKOB) MMEAH DOAEE BBICOKYIO
nporeuHypuro, bosee Huskyro pCK® u garie moaygan
HIMMYHOCYIPECCUBHYFO Tepanuro [24]. B perpocnexrus-
oM uccacpoBarun Mayo Clinic (#=500), rae Mukpo-
reMATypHs PACCMATPHBAAACH KAK KAUHIYCCKII MAPKEP
AKTHBHOCTH, €€ BHIPAKEHHOCTH KoppeAnposasa ¢ M1,
El u HaAmdueM IIOAYAVHHMN, 4 TAKAKE IIPEACKAZBIBAAA
6oaee Beicokne Temisl camkenna pCK® nezaBucumo
OT IPOTEHHYPUH U APYTHX (hakTopos [36]. D10 Tarke
COTAACYETCA C BBIABACHHOMN HAMU 3aBUCHMOCTBIO MEKAY
remMaTypHeH 1 HAAIIEM MOP(OAOTHYECKIX IIPU3HAKOB
AKTHBHOTO BOCIIAACHUA (Ta0A. 4).

3mauenue xpoumdecknx usmenennii (11-2) kax nau-
BoAee cepbe3HOTO IIPOrHOCTHYECKOTO akropa IgA-
HedpomaTun ObIAA IPOAEMOHCTPUPOBAHA BO MHOIUX
HICCACAOBAHHAX M HA CCTOAHAIIHUN ACHb COMHCHIIN
me Bo3bBact [21-24, 35]. Hamre mccaeaoBanue Takke
IIPOAEMOHCTPHPOBAAO CBA3D IIOKA3ATEACH, OTpaKa-
FOIIUX PACIIPOCTPAHEHHOCTh HeppOCKAEpO3a (BBICO-
KHI IIPOLEHT rAODAABHOIO TAOMEPYAOCKAEPO3a, Yo

NPTA, T2) ¢ nnskoit pCK® u crapimmm Bospactom
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HAIIMEHTOB Ha MOMeHT Ororicun. [IporieHT moAHOCTBIO
CKACPO3HUPOBAHHBIX KAYOOUKOB He OBIA BKATOUEH B OK-
chOPACKYIO KAACCH(UKAIIUIO, KAK TECHO CBA3AHHBIH
C PaCIpPOCTPAHEHHOCTBIO MHTEPCTHIIHAABHOTO u-
Opos3a U He IOBBINIAIOIIUI TOYHOCTD IIPOTHO3a B CPaB-
pernn ¢ kpurepueM T. OAHAKO B PAAE CAYYAEB 3TOT
IIOKA3ATEAD MOKET UCIIOAB30BATHCHA AAfA OLICHKU IIPO-
rrosa IgA-aedpomatnn. Tak, B uccaeaoBannu Nasri H.
AOAf TAODAABHO CKAEPO3NPOBAHHEIX KAYDOUKOB IIPAMO
KOPPEAHPYET C YPOBHEM KPEATHHHHA, IPOTCHHYPHEH
U AAUTEABHOCTBIO OoAe3HN [37]. Paree Aaxe OBIA IIpea-
AOKEH «BO3PACT-HOPMUPOBAHHBIID TIOKA3ATEAD AASl TAO-
6aABHO cKACpO3UPOBAaHHBIX KAYOOUKOB (GSG abnormal
for age), Ipu KOTOPOM IIPEBBIIIEHUE OKHAAEMOTO AAS
AQHHOTO BO3PACTA IIPOICHTA TAOOAABHOTO CKAEPO32 He-
3aBHCHMO ACCOLUHUPYETCH C YCKOPEHHBIM CHIKCHIEM
pCK® (ua ~1,85 ma/mun/1,73 M2 B roA) 1 Goaee Bbl-
COKHM PHCKOM IIPOIPECCHPOBAHMS, OCOOEHHO B OTCYT-
CTBHE BBIPAKEHHOIO MHTEPCTHIIHAABHOTO (pubpo3a
[38].

B oramume or ra06aABHOIO rAOMEPYAOCKAEPO3a,
TECHO KOPPEAHPYIOIIETO ¢ HHTEPCTUIIHAABHBIM (-
6posom u pCK®P Ha MOMEHT OHOIICHH, IIOAYVKOAMYE-
CTBEHHBIN IIpu3HAK S1 (CerMeHTApHEIN CKAEPO3) HMEA
CPAaBHUTEABHO CAAOYIO CBA3b YPOBHEM IIPOTCHHYPHUH
U HE KOPPEAHPOBAA C BEIPAKECHHOCTHIO a30TEMUM,
TOTAQ KaK KOAMYECTBCHHAA OLCHKA CETMEHTAPHOTO
IAOMEPYAOCKAEPO32 (IIPOIIEHT BOBACIEHHBIX KAYOOU-
KOB) 3HAYHTEABHO YAVUINAAd KOPPEAAIIHIO C ODOMMH
nokasareAdmMu (TabA. 4) — AAaHHBIH (DAKT yKasbBaeT
HA OIPAHUYECHHOCTD IIOAYKOANYIECTBEHHOIO IIOAXOAQ
OxkcopAcKoIt KAaCCHMUKAIIIN 1 IIEHHOCTh DOAEE Ae-
TAABHOTO MOP(POMETPUYECKOTO AHAAU3A.

O06 atom xe CBHACTEABCTBYIOT AarHble Kaithan AB
C COABTOPAMH, COTAACHO KOTOPBIM H3MEHEHHE IIOPO-
roBeIX 3HAUeHNH AAf kpuTepues B (6oaee 10% Bosae-
YCHHBIX KAYOOUKOB) 11 S (boAce 20% BOBACICHHBIX KAY-
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OOYKOB), 3HAYHTEABHO YBEAHIHUBAAO IIPOTHOCTHIECKYIO
LIEHHOCTD 9THX ITOKazaTeAet [39].

Tak e IPEACTABAACTCA OIPABAAHHBIM AOITOAHH-
TEABHASl KOAMYECTBCHHAA OIICHKA YMCAA IOAYAVHUL
Tak, coBpeMeHHBIE METAAHAAU3EI IIOKA3BIBAIOT IIPAMYEO
3aBHCHMOCTD MEKAY AOAEH KAYOOYKOB C ITOAYAVHH-
AMH 1 BEPOATHOCTb AOCTHKEHHA TepmuHasbHon XTTH
[27, 40]. OaHaxo B Harmeil pabOTE KOAHYECTBECHHAS
OIICHKA IIOAYAVHHIT YAVIITTAAA KOI(DPUIIMEHT KOPPEAs-
LI C BBIPAKEHHOCTBIO IIPOTEHMHYPUH, HO HE C YPOBHEM
a30TEMHHU HA MOMEHT OHOIICHN.

Takum 00pasoM, HECMOTPSA Ha BBICOKYEO IIPOTHOCTH-
YECKYIO HEHHOCTh ITOAYKOAMYECTBEHHBIX KPUTEPUEB,
HCITOAB3YeMBIX B OKCPOPACKON KAACCH(DUKAIINN, OHI
HEAOCTATOYHO IIOAHO TIO3BOASIFOT OIIEHUTH MOPGOAO-
THYECKYIO KapTuHy B 1ieAoM. 1o cymectsyrormmm Tpe-
OOBAHIAM K OIICAHNIO PE3YABTATOB IIYHKIIHOHHOM OH-
OIICHHM ITOYKH, 3aKAIOUEHHE IIPOTOKOAA 00A3ATEABHO
AOAKHO COAEPKATh OIHCAHHE MOP(OAOTHIECKOTO
poduAs nccaeayemoro obpasiia [28].[ Ipuvenurepro
K IgA-HedponaTnu 910 1O3BOASIET OIIEHHUTD XapaKTep
HOPAKEHHA, BO MHOTOM OIIPEACAAFOIINE KaK KAMHH-
YeCcKHe 0COOEHHOCTH 3a00AEBAHMA, TAK H €T0 IIPOTHO3.

OAHEM H3 PE3YABTATOB HAIIEIO HCCACAOBAHUA
CTaAO BBIAGACHHE TPEX KAMHHUKO-MOP(OAOTHUECKIX
denorumos IgAN, IPEATOAOKUTEABHO OOYCAOBACH-
HBIX PA3HBIMH ITATOICHETHIECKIMHI MEXaHH3MAMH Pas3-
BHUTHA U IIPOIPECCUPOBAHUA OOAECIHIL

I denornm (THIUYHEL), IPOABASLETCA H30AHPOBAH-
HOI ME3aHTHAABHOI IIPOANDEPAIIHEii C CErMEHTAPHBIM
rAOMEPYAOCKAEPO30M. B ero passurun seposTHo 1pe-
00AaA2eT BO3ACHCTBHE ITUTOKHHOB, CHHTE3HPYEMBIX
ME3AHTHOIIUTAMH, HA TAOMEPYAAPHBIH (ITOAOIIHUT)
U TyOYAAPHBIH SIIHTEANI, BHI3BIBAS HX ITOBPEKACHIE
u arrontos [2, 41-45]. Ha pannunx craamax 3aboaesa-
HHE ITPOABAAETCA AUIIb MUHHIMAABHOM IIPOTEHHYPHEI
1 IEPCHCTUPYIOIIEH MHKPOTEMATYPHEH U 3a9aCTYIO
OCTaeTCA HEPACITO3HAHHBIM. TeM He MeHee, B IIOCACAY-
IOIIEM OTMEYAETCA IIPOTPECCHPOBaHNE HepOITaTHI
C ITOCTEIICHHBIM YBEAUYEHNEM IIPOTENHYPHU U IIPHU-
COEAMHEHNEM apTepuaAbHOM runeprensun. Mopdo-
AOTHYECKHM CYOCTPATOM 3THX IIPOIECCOB ABAACTCA
YBEAHYEHHE IIPOIIEHTA KAYOOUKOB C CETMEHTAPHBIM
1 TAOOAABHBIM TAOMEPYAOCKAEPO30OM, a4 TAKKE HAPAC-
tanwne pacripocrpaneHroctu UPTA. Crmxenne yHk-
IIUH ITOYEK OTMEYACTCA AMIIb Ha CTAAMH PACIIpOCTpa-
mernoro Hedppockaeposa (12) 46, 47).

®enoTnm 2 (arpecCUBHBIN) — XapaKTEPHU3yeTCA Ha-
AMYHEM HE TOABKO ME3aHTHAABHOM, HO M SHAOKAIIHA-
ASIPHOM THIIEPKAECTOYHOCTH € HAN Oe3 hopMUpOBaHIA
oAyAyHHH. [ IpoABAsieTCA BEIPaKEHHOM ITPOTEHHYPUEH,
B TOM YHCA€ HePPOTHUECKOIO YPOBHS, U TEMATYPHEH,
3a9ACTYIO C PA3BUTHEM OCTPOro HEPPHTHIECKOIO CHH-
APOMA ¥ TPAH3UTOPHBIM ITOBBIIIIEHIEM YPOBHA KPEaTH-
nuHa. Hanboaee BepoATHBIM MEXaHU3MOM IOPAKEHHA
IIPEACTABAAETCA AKTHBAIIUA CHCTEMBI KOMIIACMEHTA,
CITOCOOCTBYIOMAA PUBACICHNIO BOCHAAUTEABHBIX
KACTOK B IIPOCBET KAITHAASAPOB (SHAOKAIIMAAAPHAA TH-
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LIEPKACTOYHOCTD) U TAKEAOMY HOBPEKACHHIO CTCHOK
KAITUAAAPHBIX 1TeTeAb (3, 42, 48-50]. I1pu BorasaeHnn
ITOAOOHOTO BapraHTa HePOIATHH KAK IIPABUAO HC-
IIOAB3YeTCA TepaIHid KOpTUKOCTepouAamu [24-25],
a YUHTHIBAA IIOABACHUE B KAMHIYECKON IPAKTHKE HOBBIX
KOMITAEMEHT-OAOKHPYIOLIHX IIPEIIAPATOB B OAILKaiiIIee
BpeMsA BO3MOKHO HOABAEHUE HOBBIX CXEM ITATOICHETH-
YeCKOH TEepalHH, IOTCHIMAABHO BO3ACHCTBYIOIINX
Ha AKTUBHOE UHTPATAOMEPYAAPHOE BOCIIAACHHE.
®enornr 3 (MaKpOreMaTypHUYECKHIT) — XapaKTepU3y-
eTcs AOKAABHBEIM HEKPO30OM KAITHAAAPHBIX IIETEAD H 00-
PA30BAHHEM KACTOYHBIX TIOAVAYHHN C IIOCACAYIOIITHM
ux pyoOueBarueM 1 (hOPMEPOBAHUEM YIACTKOB CCIMCH-
TAPHOTO CKAEPO3a U (PUOPO3HBIME IIOAYAYHEAMH, 9TO
KAMHHYECKHU IPOABASETCA SIIM30AAMI MAKPOTEMATY P
[51, 52]. CBA3p MEKAY SIIH30AAMU MAKPOIEMATYPUL
U HAAUYHEM CBEKHX ITOAYAYHUIH ITO AAHHBIM OHOII-
CHI, 4 TAKIKE ITOCACAVIOIIYIO SBOAIOIIHIO ITOAYAVHUN
110 MEPE YBEAHYEHHSA CPOKA C MOMEHTa ODOCTPEHUS,
Opraa ommucamna erre Bennett n P Kincaid-Smith B 1983 .
[53]. B aTOM K€ HCCACAOBAHII ABTOPEL OTMEYAIOT OOACE
TAKEABIE KAUHHYECKNE ITPOABACHHSA 110 CPABHEHHIO
¢ manueHTamMu 6e3 Makporematypur. B Apyrux paborax,
HAIIPOTHUB, OBIA IIPOAEMOHCTPHPOBAH OAATOIIPHUATHBII
IIPOTHO3 B CAYYaAX CHH(PAPUHIUTHON MAKPOTEMATYPUHL.
B kauectBe xapaxTepHOI OCOOCHHOCTH TAKOIO BAPUAHTA
TEUEHHA OIIHCHIBAAOCH OTCYTCTBUE KAKHX-ANOO H3MEHE-
HHIT MOYEBOIO OCaAKa BHe obocTpenuit [54, 55]. Pakro-
POM IIPOIPECCHPOBAHUS IIPU AAHHOM BAPUAHTE MOMKET
paccMaTpuBaTHCA HEIIOAHOE BOCCTAHOBACHIE (DYHKITII
IIOCAE OCTPOrO KAHAABIICBOIO IIOBPEKACHIUSA IIPH 00-
CTPYKIHU 9PUTPONUTAPHBIMU ITHAUHAPaMH [56, 57],
a TaKKe OOABIIIOH IIPOIIEHT MOAYAYHUIT [53].
CoraacHO COBPEMEHHBIM IIPEACTABACHEAM, HAAIIIC
HOAYAVHHE OTPHIIATEABHO CKA3BIBAETCA Ha IIPOTHO3E,
OCOOCHHO B OTCYTCTBHE AKTHBHOM ITATOTCHETHICCKON
teparnuu [27], OAHAKO, Kak OBIAO ITOKa3aHO B PAAE
paboT, POAb IIOAYAVHHUIT AASl IIPOTHO3a PE3KO BO3PAC-
TAET, CCAHM YHCAO BOBACYCHHBIX KAYOOUKOB IIPEBBIIIIACT
25% [20, 58], Toraa kak B HAIlIEM HCCAEAOBAHUI HECMO-
TP HA HAAUYHC IIOAYAVHUH V BCEX ITAIIMEHTOB C 9TUM
BAPUAHTOM IOPAKEHUSA, YUCAO BOBACUCHHBIX KAYOOU-
KOB B cpeAHeM He mpesraso 15%. ITommmo storo,
B DOABINUHCTBE HCCACAOBAHII OTMEUACTCA TECHASL KOP-
PEAAIHA MEKAY SHAOKAITHAAAPHOMN IIpoAndepariieit
U HAAHYHCM IIOAVAVHHUIL, KOTOPBIC ITO CYTH SBASIOTCH
OTPAKECHIEM €€ BEIPAKEHHOCTH U CBA3AHHOI C 9THM TH-
KECTH TIOBPEKACHIA CTCHKN KAITHAAAPA. MBI 7Ke BKAFO-
9aAd B 3 (DEHOTHII IIAIIHECHTOB C IIOAYAVHUAME, HO Oe3
ME3aHTHAABHOH 1 9HAOKAITMAAAPHOMN THITEPKACTOYHO-
cru (MOEOC1), 910 II03BOASIET IIPEAIIOAOKUTD B 9THX
CAy9YasAX APYTHE MEXaHH3MbI OOPa30BAHUSA IIOAYAYHHI,
BO3MOZKHO CXO/KHE C U3MEHEHUAMHI ITPHU HEKPOTUIHPY-
IOINHUX TAOMEPYAOHEPPHUTAX, HO OTAUIHEIE OT TAKOBEIM
npu npoandepatusabix dpopmax IgAN. Bosmozxmo,
HMEHHO 9TU n3MeHeHus onuceiBaa D'Amico ¢ coas-
TOPAMH Y HAI[HECHTOB C SIIM30AAMU MAKPOTEMATYPHH,
Y KOTOPBIX ITO AAHHBIM OHOIICHH ITOAYAVHUS COYETa-
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AVICh € ME3aHIHAABHOI npoaudeparueii aurms B 30%
caygasx (mporus 82% y maImeHToB 0e3 MaKpOremary-
pHn) u, Kak ¥ B HAIIIEM HCCACAOBAHHM, HE COIPOBO-
KAAATICH TAOMEPYAOCKAEPO30M M HHTEPCTHIIHAABHBIM
pubpo30M B OTAIYIE TAITHEHTOB O€3 MAKPOTEMATYPUH
[54].

Takum 06pasom, HACHTH(MHKAIIIA KAUHIKO-MOP-
dorornaeckoro denornna IgA-nedponarun y koH-
KPETHOTO ITAIINEHTA IIPEACTABAACTCH IIEPCIICKTHBHBIM
ITIOAXOAOM, ITO3BOASFOIIIM OOAEE TOYHO OIEHHBATH
PHCK IPOTPECCUPOBAHIA, YTO HIPAET BAKHYIO POAD
B OIIPEACACHHHN TAKTHKH ACYCHUS.

Harrre mccaeaoBanme mveer olpeAeACHHBIE OTpa-
arueHus. [Ipexkae Bcero, peTpoCIIeKTHBHBIN AU3AIH
1 OTCYTCTBHE AAHHBIX AAHTEABHOTO HaOAIOACHUA
HE ITO3BOAAFOT HAIIPAMYIO OLCHHTH BAUAHIE BBIABACH-
HBIX MOpgoAOrmIecKnxX PEHOTHIIOB HA OTAAACHHBIE
IIOYEYHBIE MCXOAB. T'eM He MeHee, COITOCTABACHHE
HAIITIX PE3YABTATOB C paHee ONYOAMKOBAHHBIMU AO-
kasareApctBamu (BkArodas VALIGA u aApyrme muoro-
ACTHHE HCCACAOBAHNA) YKA3BIBACT HA MX ITPOTHOCTH-
9YeCKyIO IeHHOCTh. Kpome TOTO, B pamKax AaHHOI
paboTBI HE AaHAAHMSHPOBAAOCH BAHAHIE IIPOBOAUMOI
TEPAIINH Ha HCXOA — OTCYTCTBOBAAH CTAHAAPTH3HPOBAH-
HbBIE AAHHBIC O TAKTHKE ACYEHHUSA AO U ITOCAE OHMOIICHH.
B Gyaymiem HEOOXOANMO IIPOBECTH IPOCIEKTUBHOE
HCCACAOBAHHE AAHHOMN KOTOPTEI, YTOOBI HOATBEPAUTD
IIPOTHOCTUYECKYIO 3HAYUMOCTD BBIACACHHBIX (DEHOTH-
I10B 1 OLEHHTDH 3P PEKTHBHOCTD PA3AMYHBIX CTPATEI N
TEPAITUH B KAKAOM 13 rpyIt. Takike I1epCreKTHBHBIM
HAIPABACHUEM ABAACTCA MHTEIPAIINA HAIIINX PE3YAbTA-
TOB C MEKAYHAPOAHBIMH MOAEAAMH IIPOTHO3UPOBAHNA,
BKAFOUAA MEKAYHAPOAHYIO ITKaAy prcka [gA-H, oOpe-
AHHSIOIIYIO KAHHHKO-AADOPATOPHBIE Hf MOP(POAOTHIE-
CKHE ITAPAMETPEI AAfl IIPEACKA3AHUA IIPOTPECCHPOBAHHA
3aboaeBanus [59]. Hakomaenue cBeaeHHE O pOCCHIE-
CKHUX ITAIIMEHTAX HO3BOAHT aAAIITHPOBATH IIOAOOHEIE
MHCTPYMEHTHI K HAIICH ITOMYAALNH 1, BO3MOKHO, ITO-
BBICHTD TOYHOCTD CTPATH(UKAITUI PHCKA.

3akAroueHue

B mpoBeACHHOM HCCACAOBAHWUU ITOKA3aHO, UTO
IgA-medpomarus B Poccuiickoil OMyAAIIHE Xapak-
TEPUBYCTCA TAKEABIME KAHHIYCCKUME ITPOABACHUAMI
U HEPEAKO BBIBASCTCA HA ITIO3AHUX CTAAUAX 3200ACBA-
Hus. Tak, MEAMAaHA CYTOYHON IIPOTECHHYPUU COCTABHAL
~2 r/cyT, y HOAOBUHBI TAIINEHTOB OTMEIAAOCH CHU-
xerne dyakinn mouek (CK® <60 ma/mum). B 21%
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CAy9YacB BEIABASAACH SHAOKAIIHAAAPHAS THIICPKACTOY-
Hocts (E), a B 19% — kaeTounsie n pubposuo-kaeTOd-
meie TOAyAyHUA. C Apyroit cropomsr, y 17% 0oApHEIX
HA MOMEHT OHOIICHH BBIABAAACH BBHIPAKCHHBIH HHTEP-
cruruaApHbi udpos (T2). BeiaBaensr smaummMere
KOPPEAALIIH MEKAY MOP(OAOTHIECCKUME ITAPAMETPAMU
u KAMHHKOI: npusHakn akrusnoctu (M1, E1, C1/2)
ACCOIMUPOBAANCH C DOAEE BBICOKON IIPOTEHHYpPHEH
U reMaTypHeii, TOrAa Kak XpoHmdeckre n3amenenus (81,
T1/2, rA0GaABHELIT TAOMEPYAOCKAEPO3) — € DOACE HU3-
kot CK® u OOABIIIEH AAUTEABHOCTBIO 3200ACBAHUA.
OrreHKa AOAH KAYOOYKOB € CETMEHTAPHBIM CKACPO30M
IIPOAEMOHCTPUPOBAA DOACE TECHYIO KOPPECAALIHIO
C IIPOTENHYPHEH U YPOBHEM KPEATHHUHA, YEM IIOAY-
koAndgectsennsiil kpurepuii S1 mo MEST-C. Hcrroas-
30BAHUH 7K€ KOAYCCTBEHHOTO IIOKA3ATECAS YHUCAA IIOAY-
AVHHI 0DECIEINAO AVUINYIO KOPPEASIIHIO C YPOBHEM
IPOTEHHYPHUH, HO HE C BEIPAKCHHOCTHIO TEMATYPUL
u asoremun. Ha 0cHOBe COBOKYITHOCTH KAHHHYECKHAX
1 MOP(OAOTHYECKIX AAHHBEIX HAMH IIPEAAOKEHA KOH-
nernmus Tpex penorunos IgA-nedpomartun, orangaro-
XA MOPOAOTUIECKOI KAPTUHOH M KAMHIIECKIM
TEYCHUEM: OTHOCHTEABHO AOOPOKAYECTBEHHOIO C II0-
CTEIIEHHO HAPACTAIOIIIMHI CKACPOTUYICCKIME H3Me-
HenuAMHu (0€3 aKTHBHOTO BOCITAACHHSA), ATPECCUBHOTO
C IEPCUCTUPYIOMIEH AKTHBHOCTBIO (IHAOKAIIUAAAPHAS
npoAudepannss 1 MOAYAYHISA) 1 HEKPOTUZHPYIOIIErO
C 9IH30ANYCCKAM OCTPBIM IOBPEKACHHEM CTCHKH Ka-
IIHAAAPHBIX IIETEAD (OYATOBBIE HEKPOS3BI C IIOAYAYHH-
AMH), TIPOABAAFOIIUMUCS SITU30AAMI MAKPOIEMATyYPHI
Ipu O0IIEM OAArOIPHATHOM IPOrHose. AaHHAs KOH-
LEMIHA TToAUepKuBaceT rereporeHHoCTs IgA-H 1 mveer
HEIIOCPEACTBEHHOE KAMHHYECKOE 3HAUYEHUE — OITPEAC-
Aerne peHoTrra OOAE3HN Y KOHKPETHOTO IAIIHECHTA
IIOMOZKET OIITUMU3UPOBATH TAKTUKY AedeHUs. Takmm
00pa3oM, PE3yABTATEL HACTOAIICH PabOTHL PACIIHPSIOT
IIPEACTABACHUA O KAUHHKO-MOP(OAOTHIECKNX B3aU-
MocBszAx npu IgA-nedporaTun 1 MOTYT IIOCAYKHTH
OCHOBOH AAfl DOAEE TOUHON MHAMBHAYAABHON CTpa-
TH(UKAIIIN PUCKA U ITIEPCOHAAU3HPOBAHHOTO BBIOOPA
teparun. OAHAKO AASl OLICHKH KAMHHYECKOH U IIPO-
THOCTHYECKYIO 3HAYUMOCTH BBIACACHHBIX (DEHOTUIIOB
TpebyeT IIPOBEACHHSA IIPOCIIEKTUBHOTO AHAAU3A C AAH-
TEABHBIM IIEPHOAOM HaOAToAcHHA. [loAyaenHbe HamMu
AQHHBIE MOTYT OBITh HHTETPHPOBAHBI B MEKAYHAPOAHBIE
IIPOTHOCTHYECKHE MOACAHU U AAAIITHPOBAHBI kK Poccuii-
CKOII TIOIYASIINH, YTO B IIEPCIEKTUBE IOBBICUT TOY-
HOCTb IIPOTHO3UPOBAHNA HCXOAOB U 3 HEKTHBHOCTD
AedeHns marnueHTos ¢ [gA-Hedppomarueii.
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