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IGA HE®POITATH S C SKCTPAKATTMJIJIAPHOM ITPOJTUPEPAITAEN
B KUIIYBOYKAX ITOYEK ¥ B3POCJIbIX

Annotanms. Passurue skcrpakanmnsipod nponudepanuu (OI1) B kiyboukax nodyek npu IgA nepponarun (IgAH)
SIBIISICTCS. OJHUM W3 HEONaronpusTHBIX NPOrHOCTHYECKHUX IMPH3HAKOB, CIIOCOOCTBYIOUIMX B psJe CIIydaeB ObICTPOMY
MPOrPeCCHPOBAHNIO TTIOYEUHOH HEJOCTATOYHOCTH.

Llens uccnenoBanus — oneHUTH BaustHUEe DIl 1 cTeneHn ee BHIPaKEHHOCTH Ha KIIMHUKO-MOP(OIOrHYeCKHe TOKa3aTeIn
u nporuo3 npu IgAH.

[Mpoanamm3uposano 206 ciydaeB I[gAH, nuarHOCTHPOBAHHBIX C ITOMOIILI0 HE(YPOOUOIICHHU C UCIIOJIE30BaHHEM CBETO-
BOW M JIOMHHECLEHTHOW MHKpOCKoInH, corinacHo Oxcdopackoi kiaccupukanuy. KoaumuecTBeHHas: OLEHKA IOy HHH
IIPOBE/ICHA ITyTEM BBIUUCIICHUS MPOLIEHTA NOBPEXKACHHBIX KIyOOuKOoB U MHJEeKca. BrisBiennas B 64 (31,1 %) cinyuasax DI1
Obla cBsizaHa ¢ Oonee yacTeiMu jAenosutamu IgA u C3 B kiy6oukoBBIX 0a3anbHBIX MeMOpaHax. B OonsmuHcTBE (59,4 %)
cirydaeB Ol 3aTparuBana MeHee 4eTBEPTH KIIyOOUIKOB, B TO BpeMs KaK NMOpakeHHe Ooee MOITOBUHEI TIIOMEPYIT HMENIO0 MECTO
TOJIBKO B eAMHMUYHBIX (6,3 %) ciydasx. Knuandeckne mposBienust ciaydaeB IgAH ¢ momymyHusMH B HOAABISIONIEM
oossmmHCTBE (71,9 %) CitydaeB XxapakTepH30BaINCh HEPPUTHIECKIM CHHAPOMOM, B eIMHUYHEIX (3,1 %) — 6bIcTpO mporpec-
CHPYIOLIMM TEYCHHEM, HEe aCCOLIMMPOBAHHBIM C HaJIMYHeM OoJee MoJoBUHBI Ki1yooukoB ¢ DI1 B 6uonTare. D11 B kiryboukax
y Ka)XJIOTr0 4e€TBEpPTOro MalleHTa MPOSIBIISIACE U30JUPOBAHHBIM MOYEBbIM cuHApoMoM. MHaexe nonynynuit 0,75 u Bblie
OBbLIT aCCOLIMMPOBAH C HapylIeHHEeM (YHKIMU MOYEK, apTepHaIbHON THNepTeH3uel 1 OOoNbIel BBIPAXKEHHOCTHIO CKIIEPO-
THYECKUX U3MEHEHNH KiyO0uKoB 1 nuHTepcTHIH. [IporpeccupoBanne IgAH ¢ DI B Buie CHUKEHUS CKOPOCTH KITyOOUKOBOM
¢mnpTpanun Ha 50 % nnbo Havana quann3oTepanuu HadIonanock B 12,5 % cirydaeB H cOUeTaNOCh ¢ BEICOKMM YPOBHEM
MPOTEHHYPHUU ¥ BHIPAKEHHBIM HHTEPCTUIIHAILHBIM (HOpo30oM B HeppoOHomTare. AHalIn3 MOKa3aTeNlsi BEDKHBAEMOCTH
MPOJEMOHCTPHUPOBAJ COXpaHeHHE YHKIMHU Moyek B TeueHue 1 roma B 87 % ciyyaes, B TeueHue 3 yieT — B 84, B TeYCHUE
5 ner — B 67 %.
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IGA NEPHROPATHY WITH GLOMERULAR EXTRACAPILLARY PROLIFERATION IN ADULTS

Abstract. Glomerular extracapillary proliferation in IgA nephropathy is one of the unfavorable prognostic signs that in
some cases, contributes to a rapid progression of the renal failure.

The aim of the study was to assess the effect of extracapillary proliferation and its degree on clinical and morphological
parameters and the prognosis of IgA nephropathy.

Two hundred and six cases of IgA nephropathy diagnosed on kidney biopsy with light and luminescence microscopy using
the Oxford classification were analyzed. Quantitative evaluation of the crescents was done by calculating their percentage and
crescent score. Extracapillary proliferation was detected in 64 cases (31.1 %) and was associated with more frequent deposits
of IgA and C3 in the glomerular basal membranes. In most cases (59.4 %), extracapillary proliferation affects less than
a quarter of the glomeruli, while more than half of the glomerulus lesions develops only in single cases (6.3 %). Clinical
manifestations of cases of IgA nephropathy with crescents were overwhelmingly characterized by nephritic syndrome
(71.9 %) in single cases (3.1 %) there was a rapidly progressive lesion, not associated with the presence of more than half
of crescentic glomeruli in the biopsy. Glomerular extracapillary proliferation in every fourth patient was accompanied by
isolated urinary abnormalities. The crescent score of 0.75 and more, associated with impaired renal function, revealed more
frequently hypertension and more pronounced sclerotic glomerular and interstitial changes. The progression of IgA
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nephropathy with extracapillary proliferation in the form of reduction in glomerular filtration rate by 50 % or the onset
of dialysis (12.5 %) was combined with a high level of proteinuria and marked interstitial fibrosis in the biopsy. The kidney
function survival analysis revealed a one-year survival in 87 %, 3 years — in 84 and 5 years — in 67 % of cases.

Keywords: IgA nephropathy, kidney biopsy, crescents, clinical and morphological comparisons
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Brenenue. IgA nedpomnarus (IgAH) — naubosnee yactas popma rimomepynonedpura (I'H) B mupe,
KOTOpas [IPEBAIMPYET BO BCEX ITHUUECKUX I'PyIIIaX, a B CTPaHax ¢ HauOOJIbIIEH pacIpOCTPAaHEHHOCTbIO
COCTABJISIET 7O MOJIOBUHBI HOBBIX ciydaeB ['H m o 40 % cpeam mpuduH TEpMHUHAIBHON MOYEUHOU
HenocraTouHocTH [1]. Onucannoe okoino 50 net Hazax Berger n Hinglais 3a0oneBanue xapakrepusyercs
MHOT000pa3reM KIMHUYECKUX U MOp(OJIOruuecKux npossieHuid. [lepBrie rucronornyeckue Kiaccu-
¢uxanuu [gAH (Lee, 1982; Haas, 1997) Obutr OCHOBaHBI Ha BBISBICHHH ONpPEIEICHHBIX MOP(HOII0-
TUYECKUX MPU3HAKOB, OJJHAKO 0e3 aKIleHTa Ha UX MPOrHOCTUYECKYI0 3HAUMMOCTh, YTO B TIOCTIETYIOIIEM
osuto yuteno B Oxcdoprckoit kmaccudpukaruu 2009 1. [2]. ABTOpaMH BBIIEICHO YETHIPE THUCTOJIO-
THYECKHX I0Ka3aTessl, yKa3blBAIOIIMX HA NPOTrHO3: «M» (Me3aHruanbHas nponudepaunns), «E» (3rm0-
TenuanpHas nponudepanus), «S» (cerMeHTapHbIH raomepyiockiepos), «T» (TyOynspHas arpodus/
MHTEPCTULHANBHBIN (uopo3). HecMOTpst Ha TO YTO OEHKA MONYIyHHI HE BOLLIA B JAHHYIO CXEMY,
B JlaJIbHEHIIIEM OBLJT IPOBEJICH PsiJ] MCCIIeIOBaHNH, OKA3aBIINX, 4TO XapakTepucTuka DIl Bce e nmeer
MPOTHOCTHYECKOE 3HaUeHHE [3, 4]. B cBs3U ¢ »THM orieHKka mokasareis «Cy» (crescents — MOy TyHHS) Ha
CETOMHSIITHUHN ACHb peKOMEHIyeTCs AomoTHuTeIbHO K MEST [5].

Oxcrpakanumuisipaas nponudepanus (O11) B kmyboukax nmpu [gAH nabmronaetcs mpuMepHO B Tpe-
TH OWOTICHH [6], TP 3TOM HaTMYHE KICTOYHBIX MONYIYHUNU HAPSAAY C SHIOKAUILISIPHON mponudepa-
Uel 1 KapUOPEKCUCOM acCOLMMPOBAHBI C XYALIUM IPOTHO30M M 4aCTO HE KOPPEIUPYIOT ¢ KIMHUYE-
ckumu akTopamu pucka [7]. B coorBercTBuM ¢ nononHeHHOM Okcdopackoit kinaccudukaiueit [S] mo
BIUSHUIO Ha IMPOTHO3 BBICISIOT JBe cTeneHn nokaszareins «C» — Cl, Korja nmomynyHust HaOIoJaroTCs
MeHee 4eM B 25 % Ki1yO0dKOB (HOBBIIIEHHBIH PHCK HEOIArONMPUATHOTO HCX0/1a 6€3 IMMYHOCYTIPECCHB-
HOH Tepanun), u C2, Koraa NoIyIyHHs BCTpedaroTes B 25 % KiyOouKoB 1 Ooiiee (BBICOK PHCK IIpOrpec-
CHUPOBaHMS Jaxke Ha (POHE UMMYHOCYIIPECCHH).

Crnenyer oTMETHTb, 4yTO OonbIMHCTBO HccienoBanuii ['H ¢ DIl mocesmeHo M3yYeHHI0 WMEHHO
dbopM ¢ HaTUureM nosynyHui 6onee yem B 50 % KIyOOYKOB, OTHOCSIIUXCSI K UICTUHHO 3KCTPAKATIHUII-
NSApHBIM (OTyAyHHBIM) [H, U OTHOCHTENBHO Maio MyOJIMKAIHiA, KacaloNIMXCsl OIEHKH MPOTHOCTH-
geckoi 3HauuMocTH Ol B MeHbIIIeM KoudecTBe K1y0odkoB. HecMoTpst Ha To uto passutue DIl Gonee
yeM B 50 % ki1yOOYKOB NpH AAHHOW MAaTOJOI'MM BCTpedaeTcs: kpaiiHe peako (okoio 1 % ciyuaes) [6],
Obu10 Mokaszano, uyto y 40 % maunentoB ¢ IgAH n mannuuem Ol kaxk muaumyMm B 10 % xiayOoukoB
B TeUeHHE 3 JIET HACTYIAeT TEPMUHATIbHAS CTaUs MOpakeHus moyek [8]. J{is KoinyecTBeHHON OLIeHKH
OIl TpaAMIMOHHO TMOACYUTHIBAETCS MPOLEHT MOPAKCHHBIX KIYOOYKOB, OJHAKO TPYMIIOH aBTOPOB
Oxkcopackoit knaccuduxanuu 2009 1. OBIIO MPEANIOKEHO TpUMEHeHue nHjekca nonymnynuit (MI1),
HanOoJiee TOYHO OTPAXKAIOLIEr0 COYETAaHHE KOJMYECTBA IOPAKEHHBIX KJIYOOUKOB U CTEHEHb BOBJIE-
YEHHOCTH KaXJ0T0 U3 HUX, YTO U ObLIO UCIIOJIB30BAHO B ITaHHOH padoTe.

Lenb nccnenoBanus — OLIEHUTH BIMSIHUE SKCTPAKAIUIUISIPHON ponndepalny U CTENeHU ee BbIpa-
JKEHHOCTH B MOYEUYHBIX KIYOOUYKaxX Ha KJIMHUKO-MOP(OJOrHUECKUE MOKa3aTeld, a TAK)Ke Ha MPOTHO3
npu [gAH.

MatepuaJjbl U MeTOAbI HccJenaoBaHus. 13 uccnenoBanueix B Y3 «lopoackoe KinHHUYECKOe
naroyioroaHaTomMmuueckoe O0ropo» r. Muncka B 2011-2015 rr. 694 HedpoOuoONaToB HATHBHBIX MOYEK
B3POCIBIX TMAIMEHTOB PETPOCHEKTHUBHO oToOpaHo 206 (29,7 %), B KOTOPHIX C MOMOIIBIO CBETOBOM
u uMmmyHodyopectueHTHOH (M®) MUKpocKOonUU OATBEpKIeH auarHo3 IgAH (momuHaHTHOE M KOMIO-
MUHAHTHOE CBEUYCHHE UMMYHOTIIOOYJIMHOB Kjacca A B ME3aHTHAJBHBIX 30HaX KIyOouKkoB). OOpa3iibl
TKaHU MOYKH, (pukcupoBanubie B 10 %-HOM pacTBope 3a0ydepeHHoro (popmaivHa, MpOBOIUIHN Yepe3
CEpHIO CIUPTOB, 3aJIMBAIU B mapaduH U Jelajid cpe3bl TOJMIHHON 10 2—3 MK. Cpesbl OKpaliuBaiu
reMaTOKCUIIMHOM U 03MHOM, peaktuBoM Lludda, Tpuxpomom no MaccoHy, KOHTO-KpacHBIM, cepeod-
pom o [Ixoncy. [Iposeaeno npsmoe UD nccnenoBanue ¢ ummyHornoOynuaamu (Ig) kmaccos G, A, M,
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kommoneHTamMu komruieMeHTa C3c u Clq, ¢pubpuHoreHom, k (kamma) u A (JIIMOJa) KOMITOHCHTAMHU
nerkux nenei (Polyclonal Rabbit Anti-Human/FITC, Dako, Denmark), "HTEHCHBHOCTB CBEUEHUS OTIpe-
JeTsu ostykonudectBeHHO (o1 0 1o 3+). Mopdonornyeckuii 1uarno3 BKIOYall OLEHKY MOKa3aTeen
MEST cornacno Oxkcdopackoit knaccuduranuu 2009 r. ¢ ZONOIHUTEIBHON OLEHKONH KpUTEpHs «Cy.
OIl xapakTepu3oBajach HAJIMYUEM ABYX M OoJiee CJIOEB KJIETOK B MOJOCTH Karcynbl LymisHckoro—
Boymena. B uccrnenoBanue BKIIOYEHBI CIy4yaH C JIOOBIM KOJUYECTBOM KIyOOUYKOB C MONYITYHHSIMH
B Ouonrare, JIOOBIM pa3MepoM M JII0OOW XapaKTEPUCTUKOW MONYIyHHH (KieTouHble, (pudOpo3HO-
KJIeTOYHble M (HUOpO3HBIE). MHIEKC MONYIyHUH PAaCCUMUTHIBAIM C YYETOM KOJHMYECTBA TIIOMEPYI
C TONYJIYHHUSMH M CTENCHH BOBJECUCHHS OKPYXXKHOCTH KallCyJbl Kakgoro kiyoouka [5]. Kaxmgomy
KJIyOOUKy MpHCBanBaiu 0allia B COOTBETCTBHU ¢ mporeHtoM OIl mo anube okpyskHoctu: 1 — mMeHee
10 %, 2 —>10—<25 %, 3 — >25—<50 % u 4 — =50 %. 3aTeM Gayibl CyMMUPOBAIH U PE3YIbTAT ACTHIN
Ha KOJIMYECTBO KIyOOUKOB O€3 CKICpO3MpOBaHUs B OHONTATE.

Kinnnyeckue ganHble NOTYUYeHBI U3 OMOTICUHHBIX KapT U UCTOPHH 0ose3HH. Brienensl oCHOBHbBIE
KJIMHWYECKHE CHHAPOMBI TIOUYEYHOTO MOBPEKICHHS: H30IMPOBaHHbIN MoueBoi curapoM (MMC) (po-
TenHypus MeHee | r/cyt u mukporemarypus); Hepporuueckuii (HC) (mporennypus 6onee 3 r/cyT, ru-
oanb0yMUHEMHUSI, OTEKH); HePUTHUECKHI (M3MEHEHUS B MOYE C ITpeodafaHueM reMarypHH, mpoTe-
unypus ot 1 1o 3 r/cyT, aprepuanpsHas runeprensus (Al)); cHHIpPOM OBICTPO MPOTPECCUPYIOIIETO Te-
yenus (BIIT) (cumxenue ckopoctu kiay0oukoBoi ¢punsTpannn Ha 50 % Kaxkzaele 3 Mec. B cCOUeTaHUH
C MOYEBBIM CHHIPOMOM) [9]. 3a KOHEUHbIe TOUYKH HAOMIOACHUS OBIITN B3SITHI BpEMsI HACTYIUICHHUS ua-
JU3a U CHIDKEHHE TIoYeyHO GyHKIUHU Ha 50 % OT HCXOMHOTO YPOBHS 32 IEPHOJ HAOIIOJCHNU .

Craructuyeckast 00paboTKa JaHHBIX BBITIOJIHEHA C TIOMOILBIO TTakeTa mporpamm Excel 2010 (c nan-
cTpoiikoit AtteStat) n Statistica 10.0 ans HenapamMeTpu4YeCKUX JaHHBIX U MPOBEICHUEM CPaBHEHUH IO
KonuuecTBeHHOMY (MaHHa—YUTHM) U KaueCTBEHHOMY OMHapHOMY (¥ ¥ ABYCTOPOHHHI BapHaHT TOY-
Horo kputepusi @uiepa) npusHakam. [{as cpaBHEHUS! KITMHUYECKUX 1 MOP(OIOrHYECKUX MoKa3aTeei
B 3aBUCHMOCTH OT MIPOLCHTA KJIYyOOUYKOB C MONYTyHHUSIMHU BBITIOIHEH OHO(DAKTOPHBIN JUCTIEPCHOHHBIH
ananu3 ANOVA. Ilposenen ROC-ananu3 1715 BBISIBIEHHUS TOYKH OTCEUEHUs MO MHJIEKCY MOIYTyHUH
(KpuTepueM HCKIIOUEHUS SIBUIOCH HATMYME MEHee 8 KIIyOOUKOB B Ouonrtare, 77 = 25) ¢ MOCIEAYIOMINM
COIOCTABJICHUEM T'PYIII 10 KIMHUYECKUM U MOP(OIIOTHYECKUM NapaMeTpaM B 3aBUCHMOCTH OT TOYKH
pazaenenus no UI1. KymynsTHBHY10 BEBDKHBAaeMOCTh (DYHKLIUHU MOYEK ONMPEAEIISIHN C TOMOIIBIO aHATH3a
Kannana—Maifepa.

Pe3yabraTsl u ux oocy:kaenue. [gAH — nanbonee yactas maTogorusi cpein MpoaHaJIn3upOBaH-
HBIX He(ppOOHONCHIT HATUBHBIX MOYEK, YTO COOTHOCHTCS C JaHHBIMU peructpoB Boctounoi EBpormsl
[1]. HomynyHnus B kimyOoukax HaOmronanuck B 64 (31,1 %) cnyuasx. Pacnpenenenue naiueHToB Mo moiny
1 Bo3pacTy B 3aBucuMocTH oT DIl B kiryboukax mpexacrtasieHo B Tabn. 1. B obeux rpymnmax 4ucieH-
HOCTb MY>KYMH OblIa BBIIIE B 2 pa3a, CTATHCTUYECKH 3HAUMMBIX Pa3IMUUi 10 TOJIy M BO3PACTy HE BbI-
siBiteHo (p = 0,780 u p = 0,398 cOOTBETCTBEHHO).

Tab6nuual Pacnipenenenue nanueHTOB 110 NOJY H BO3PACTY

T able l. Distribution of patients by sex and age

o IgA negponatus (n = 206) CraT. JOCTOBEPHOCTH
pU3HaK ; -
6e3 DI (n = 142) ¢ DI (n = 64) pasiuiuit
CooTHomerHe M/% (a6c.) 2,111 (96/46) 1,9:1 (42/22) 7= 0,08, p = 0,780
aMILIUTY A 18-73 18—61
B — =
O3pact, Jet Me (25 %75 %) 31 (25-39) 32 (25-41) U=4209.0,p=0,398

VYnaenwublil Bec kayOoukoB ¢ DIl (mpoueHTHOE COOTHOIIEHHE) B OMOIICHIX pacHpeaeeH HepaBHO-
MepHO (puc. 1), mpu 3TOM O0bIIMHCTBO ManeHToB (38 (59,4 %)) nMenu nomynyHus MeHee 4eM B 25 %
ki1yOoukoB. PasButue nonynynuii B 50 % kiyboukoB u Oonee Habmomanock B 4 (6,25 %) ciayuasx.
Menuana nokasareneit (Me (25 %—75 %)) no npoueHTy nonynyHui cocrasmia 16,7 (10,0-28,6), mo
HII - 0,5 (0,25-0,89).
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Puc. 1. PacnipenesneHue mpoueHTa KiyoouKoB ¢ MOTYIyHUSIMH B OHONICHAX

Fig. 1. Distribution of the percentage of glomeruli with crescents in biopsies

I'mcronornueckum cydcrpatom IgAH sBnseTcs paciumpenne Me3aHrHaIbHOrO MaTprKca ¢ pas3yind-
HOW CTEIECHBIO ME3aHTHaJIbHOW TTpoTudepannn (Me3aHruonpoaudepaTUBHbIN MATTEPH): OT ciiaboi ¢o-
KaJIbHOW cerMeHTapHO! 10 TudPy3HOI rodaibHON, 4TO OBLIO BBISIBICHO BO Beex ciydasix. Cpenn He-
MOCTOSIHHBIX TPU3HAKOB HAOIOAAINCH Tpoudepanus S3HI0TEIHAIBHBIX KIeTOK, DI, cerMeHTapHbIH
romepyJiockiepo3 (CI'C) (puc. 2), HepaBHOMEpHOE yToJIIeHHe 0a3aabHBIX MEMOpaH KJIYOOUYKOB W
CKJIEpO3 CTPOMBI C TyOYyJISIpHOH aTpoduei, 00IBITUHCTBO U3 KOTOPBIX HMEIOT MPOTHOCTUYECKOE 3HAYE-
HUe sl QyHKIMHU TTOYeK.

Puc. 2. Tucronoruyeckas xapakrepuctuka [gAH: a — paciinpeHnre Me3aHIHaIbHOr0 MaTpukca ¢ mpoiudepanneii Me3aHru-
QJIbHBIX KJICTOK, CETMCHTApHBIH CKIIepo3; b — GUOPO3HO-KIETOYHOE MONYIyHUE, IPOIHdepains dHI0TSIHATbHBIX KICTOK
(peakrtus udda). x200

Fig. 2. Histological characteristics of [gAN: a — expansion of mesangial matrix with mesangial cell proliferation, segmental
sclerosis; b — fibro-cellular crescent, endothelial cell proliferation (PAS). x200

[Ipu D uccnenoBaHnM AMArHOCTUYECKUM KPUTEPHEM 3a00JI€BAHUS CIYKUT JTOMHHAHTHOE/KOAO-
MUHAHTHOE cBeueHHUE IgA HEeXHOTpaHYyJISPHOH CTPYKTYpHl B Me3aruanbHbIX 30Hax (M3) ki1yOouKoB,
IpHUYeM B psifie CIydyaeB HE BO BceX KIyOoukax. Jlemo3suTsl UMMYHHBIX KOMIUIEKCOB BBISIBIISIFOTCS Tak-
JKe MapaMe3aHruaibHo (B 00JacTH MpUMBIKaHUs 0a3ajbHOM MeMOpaHbl K Me3aHTHallbHOMY MaTpPUKCY)
U B INIOMEPYJIApHBIX OazanbHbIX MeMOpanax (BM) (puc. 3).
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Puc. 3. U® cBeueHne NMMYHOTI00YTHHOB Ki1acca A: ¢ — B 30Hax Me3aHrus (X200); b — B Me3aHTuu 1 6a3anbHBIX MeMOpaHax
kiryoouka (x400)

Fig. 3. IF staining of IgA: a — in mesangium (x200); b — in mesangium and glomerular basal membranes (x400)

W3BecTHO, 9TO TpH UMMYHOKOMILIEKCHBIX popmax ['H, k koTopeim oTHOcuTCs U IgAH, dopmupo-
BaHUE MOYJITyHUH acCOLUUPOBAHO C OTIOXKEHUSIMH UMMYHHBIX KOMILIEKCOB B BM ki1y00uKoB, B acT-
HOCTHU € CyO3HIOTEIHAIbHON UX (UKcaluel, cnocoOCTBYIONIEH B3aUMOACHCTBHIO C TYyMOPaJIbHBIMH
U KJICTOYHBIMH MEAMATOPHBIMHU CHUCTEMaMH KPOBHM M BBI3BIBAIOILCH MOBPEXKACHUE ITIOMEPYIISPHOM
kanuJuisipHoi cteHku [9]. Ilockonbky Hanunume IgA B M3 KiyOOYKOB SIBISICTCS AMArHOCTUYECKUM
KpuTepueM 3a0oieBaHus U HAOJIIOAAETCSl BO BCEX CIIydasiX, B IPyNIax C MOMyTyHUSIMU U Oe3 moiy-
JyHHH uccienoBana yactora skenpeccun IgA B BM, a IgG, IgM n C3c — B M3 u BM kiy6oukoB (a0 2).
[lonyueHHble JaHHBIE CBUACTEILCTBYIOT O Hasnuuu cBsizu D1l ¢ nenozutamu IgA u C3c B BM kiy6ou-
koB ()>= 10,36, p = 0,001 u y*>= 4,54, p = 0,033 COOTBETCTBCHHO).

Tab6numa?2. CooTHOLIEHHE OTJIOKEHUH HMMYHOIJI00YJIUHOB
M KOMINOHeHTOB KoMmIieMeHTa B M3 1 BM kay6oukos B 3aBucumoctu ot 11, ade. (%)

Table?2. Ratio of immunoglobulin and complement components in mesangium
and glomerular basal membrane depending on extracapillary proliferation, abs. (%)

IgA Hedpponars
Mapxkep PETyR—y pEsSrym—— CTaT. JOCTOBCPHOCTH Pa3IIaHiA
IgA B BM 61 (43,0) 43 (67,2) ¥ =10,36, p = 0,0013
IgG B M3 66 (46,5) 27 (42,2) 2 =043, p=0,510
I¢G B BM 25 (17,6) 16 (25,0) =140, p=0238
IgM B M3 113 (79,6) 51(79,7) 2 =0,09, p=0,769
IgM B BM 33(23,2) 22 (34.,4) ¥ =3,39, p= 0,066
C3cB M3 125 (88.0) 58 (90,6) ¥ =0,09, p=0,770
C3cBBM 42 (29,6) 29 (45.3) v =454, p=0,033

C yuetom HOBOH OkchopAckoi KiacCH(pUKANH, BKIIOYAIONMEH B Ka4eCTBE MPOrHOCTHYECKOTO
(haxropa omnenky Il B kiryboukax [5], HAMU U3yUeH BOMPOC, Pa3TUIAIOTCS JIU TPYIIIHI ¢ Hammauem D11
n 6e3 OII no mokasarensm MEST. B pesynbrare momy4yeHs! JaHHbIE O CTATUCTUYECKH 3HAYUMBIX pas-
JUYHUAX TOJIBKO IO MmokaszaTeiio «Sy» (y>= 13,31, p = 0,0003), uro cBumeTenbCTBYET 00 accormanun 11
B k1y0oukax jumib ¢ HanuaueM CI'C B HedpobuonTaTtax (tabdm. 3).

[IpoBeneH Takke MOMCK KIMHUYECKUX U MOP(HOJIOTHYECKUX acCOIMAIUN TPU Pa3BUTHH MOTYITY-
HUW B KiTyOoukax (Tabi. 4). BeiOpanHsie st aHaau3a TOKa3aTeNy B pAJsie MyONUKalui OlEHeHBI KakK
KJIMHUYEeCKHEe ¥ MOp(OIOrnyeckue MpeluKTopbl HEONIAronpusITHOrO MPOrHo3a Juisl GYHKIIUH MOYeK
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Ta6nuna3. Pacnpenenenune ciaydaeB IgAH B 3aBucumoctn ot 11
no noka3areasm MEST, a6c¢. (%)

T able 3. Distribution of cases of IgAN versus extracapillary proliferation
according to MEST, abs. (%)

IgA nedponarus
Iokazarens Crar. J0CTOBEPHOCTD pa3anyuit
6e3 OI1 (n=142) | ¢ DIl (n=64)
Ml 50(352) | 29(45.3) v =1,90, p=0,168
El 29 (20,4) 18 (28,1) v =149, p=0223
Sl 83(58,5) | 54(844) | y=1331,p=0,0003
T1/2 47 (33,1) | 29(45,3) =283, p= 0,093

Tab6nuua4. Pacnpenesienne KINHMYECKUX U MOP(OJIOrMYecKUX MOKAa3aTe el
B 3aBHCHMOCTH OT 3KCTPaKaNMUJIsIpHON npoJndepannu B KJIy0ouKkax

T able 4. Distribution of clinical and morphological parameters depending
on extracapillary proliferation in glomeruli

TIpusnak e nedponami Crar. 1I0CTOBEPHOCTb pa3inynit
6e3 DI1 (n = 142) ¢ DI (n = 64)
Hedpurnuecknii cuaapom, ade. (%) 74.9) 8(12,5) x> =374, p =0,053
ApTtepuaibHas runepreHsus, aodce. (%) 64 (45,1) 40 (62,5) ¥ =5,36,p=0,021
[Iporennypus, r/n (Me (25 %-75 %)) 0,7 (0,35-1,39) 1,4 (0,81-2,6) U=12616,5, p=10,000
Mouesuna, Mmonb/1 (Me (25 %—75 %)) 5,64 (4,61-6,8) 5,65 (5,0-8,1) U=4147,5, p=0,317
Kpearnnun, mmons/m (Me (25 %—75 %)) 0,09 (0,08-0,13) 0,105 (0,08-0,14) U=3986,0, p=0,182
Hapymenne GpyHxiuu, ade. (%) 26 (18.3) 16 (25,0) ¥ =122,p=0,270
I'TC, % (Me (25 %-75 %)) 6,9 (0-20,0) 10,55 (0-23,6) U=3986,0, p=0,159
CI'C, % (Me (25 %-75 %)) 7,1 (0,0-20,0) 20,0 (7,6—40,8) U=2975,0, p= 0,000
OuporenuanbHas nponudepamnus, ade. (%) 29 (20,4) 18 (28.1) v =149, p=0,223
Ckitepo3 ctpoMel, % (Me (25 %75 %)) 10,0 (5,0-30,0) 20,0 (10,0-32,5) U=3679,0, p=10,029

u s ku3Hu manueHToB [10, 11]. B mccnenyempix rpynmax BBISIBJICHBI TOCTOBEPHBIE PA3JIMUUS IO
ypoeHto nporennypun (p = 0,000), gactote passutus Al' (p = 0,021), a Takxke mo nporentam CI'C
(p = 0,000) u ckneposy ctpomsl (p = 0,029). B kmuHIYECKOH KapTHHE OMMHAKOBO YaCTO Pa3BHUBAJICS
HC, He momy4eHo pa3nu4uii o ypoBHSIM MOYEBHHBI, KpeaTHHNHA, HAPYIIEHNUIO (PYHKIIUU TOYEK K MO-
MEHTY MPOBeNeHUs HePOOHOIICHH, YHAOTEIHAIBHON Mponnudepanuu U MPOIeHTY TI00aJbHOTO TJI0-
Mmepynockaeposa (I'TC) (p < 0,05).

OIl B kimyb0UKax HE UMEET CHEUPUISCKIX KINHUKO-IA00PATOPHBIX MPOSBICHUN H MOXKET COYe-
TaThCS C Pa3TUIHBIMH TUCTOJOTHYECKUMU MPU3HAKAMH, XapaKTePU3YIOIMMHU KaK MPOoIu(epaTuBHYIO
aKTUBHOCTD, TaK U CKJICPOTHYCCKUE U3MECHEHMS MmapeHXxuMbl. Kimmandeckas kaptuHa ['H ¢ OI1 Becbma
Bapra0eIbHa U TaJIEeKO He BCEra 3aBUCHUT OT MPOIIEHTa MOPaKeHHBIX KITyOO4KOoB B Ononrare. Kimanka
HedpuTHIECKOro cuHIpoMa Habmomamack y 46 (71,9 %) manmentos, UMC — y 16 (25 %), BIIT —
y 2 (3.1 %).

IIpu cpaBHenun namuentoB rpymn «Cl» u «C2» (OI1 < 25 % u OII > 25 % kiry6o4ykoB) mepBas
rpymnma okaszajach HanOonee mMHorouducieHHon (38 (59,4 %) cmydaeB), a U3 26 MaMEHTOB BTOPOM
rpynmsl Toaeko 4 (6,25 %) umenu nonyayHus Oosiee yeM B 1oJIoBHHE KiyOoukoB. PazButue nedppuru-
YECKOTO M HEe(POTHUECKOTO CHHAPOMOB HaOII0Aaoch omnHakoBo dacto (p = 0,065 m p = 0,899
cootBercTBeHHO). UMC nocroBepHo are acconunpoBad ¢ rpymmoi «Cl» (p = 0,008). 13 4 nanueHToB ¢
OIl B monoBuHe 1 6oJee KITyOOUYKOB y 3 BBISBICH He(hPUTHUECKUI CHHIPOM, Y 1 — ocTpasi modevHas Heio-
crarognocTb. C apyroii croponsl, BIIT mabmronanock mumis y 2 maiueHToB B rpymme «C2» mpy HAINYHH
noyiyHuit B 25 n 33,3 % kiry6oukos (MUI1= 0,88 u 111 = 1,0 coorBercTBenHo) (p = 0,000).

B manwneiimem ObLT IpoBeieH Oosee yrayoneHnblid aHatu3 cirydaeB IgAH ¢ DIl ¢ pa3nenennem Ha
MOATPYIIITEI B 3aBUCUMOCTH OT MPOIEHTA KJIYOOUKOB € MONYJTYHUAMHU B HeppoOuonTarax (Tadi. 5).
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Pe3ynbraThl nccneqoBaHUs MOKa3alH, YTO JOCTOBEPHBIE pa3nyus MO MPOrHOCTHUYECKUM MpHU3HAKaM
(xpearunuH (p = 0,002) u mpoueHT ckieposa ctpomsl (p = 0,039)) HabmOgAINCE MEXAY T'PyHIaAMH
I u 1V, rne nocnennss Obia KpaliHe MalodUCIeHHON. B To ke Bpemsa paznuuns mexay | u I rpynma-
MH TI0 TaKoMYy Toka3zarento, kak CI'C (%), Takke He UMeNH CyIIECTBEHHOM MPaKTUYECKOH 3HAYNMOCTH
(p = 0,0006).
TaobnumaS. XapakTepucTHKA KIHHAYECKHX H MOP(OJIOTHYeCKHX MapaMeTPOB B 3aBHCHMOCTH
0T npouenTa kayooukos ¢ I, Me (25 %-75 %)

T able 5. Characteristic of clinical and morphological parameters depending on the percentage
of glomeruli with extracapillary proliferation, Me (25 %-75 %)

K M eckie TIporeHT Ki1y60YKOB € MONYJIYHUSIMH B GHOIITaTEe Crar. 10cToBEpHOCTS
U Mopdonoruueckue <10 10-24.9 25_49.9 ~50 pazauunit
foxasareiu (rpynmal, n = 14) (rpynma 11, ;1 =24) (rpymna Ill,,n =22) (rpynH;lV, n=4) (Kruskal-Wallis)

TpoTennypus 0,9 (0,75-2,03) 1,4 (0,8-2,2) 1,7 (1,2-3,1) 2.7 (1,7-3,6) 0,171
Movesnna 5,26 (4,3-6.6) 5,4 (5,1-6,6) 5,8 (5,1-9.3) 10,5 (6,8-24,0) 0,060
Kpeatunun 0,098 (0,08-0,12) | 0,10 (0,08-0,13) | 0,13 (0,09-0,16) 0,35 (0,12-0,65)" 0,043
ITC, % 415(0,0-8,3) | 13,8(0021,1) | 12,5(6,7-33,3) 28,6 (3,6-59,6) 0,075
CIC, % 7,6 (5,0-12,5) | 16,3 (52375 | 33,5(21,4-50,00" | 19,3 (0,0-44,3) 0,0006
Cxutepos ctpomer, % | 10,0 (10,0-20,0) | 12,5 (5,0-30,0) | 22.5(15,0-35,0) | 47,5 (25,0-65,0)"" 0,018

Mpumewanne "—p =0002"-p  =0,006;""-p =0,039.

Junamuyeckoe HaOroieHre ipoBeaeHo B 32 (50 %) cinyyasix 3a nepuox ot 1 no 67 mec. (Me 14,0
(5,0-35,0)). IIporpeccupoBanue 3abosieBanust ormedanoch y 4 (12,5 %) manueHToB — 1o 2 ciiyuas
B rpynnax «Cl» u «C2» (UII = 0,7 (0,42-2,08)). Tpem nauueHTam norpedoBanach Auajiu30Teparnus,
MpUYEM OJHOMY M3 HUX BBINOJHEHA TPAHCIIAHTALMS MOYKH. Y OAHOHM MamueHTKH uepe3 51 mec. BbI-
SIBJICHO CHMDKEHHE CKOPOCTH Ki1y0oukoBoii ¢puibrpanuu (CK®) Ha 50 %. Y Bcex maiueHToB ¢ nporpec-
CHPOBAaHMEM TIOUYEYHON HEIOCTATOYHOCTH HAOI0Aalach KIMHUKA HEQPUTHYECKOTO CHHPOMA C BBICO-
K1M ypoBHeM npoTennypun (Me (25 %—75 %) — 2,85 (2,76-3,03) 1/11), a THCTOIOTMUECKH — BEIPAYKCHHBIH
CKJIepo3 napeHXxuMbl B HeppooduonTare (50 % u 6oinee). JleTanbHBIX KCX0I0B HE HAOIIONATOCH. AHAIN3
MOKa3aTessl BBKUBAEMOCTH MPOAEMOHCTPUPOBA cOXpaHeHHe (PYHKIMM MOYeK B TeuyeHHWe | roma
B 87 % ciydaes, B TeueHue 3 jeT — B 84, B TeueHue 5 et — B 67 %.

[ockonbKy HM KIIMHUYECKast KApTUHA, HU TPOLEHT Ki1yO0oukoB ¢ OII, HU HaOMoAeHNE B TUHAMUKE
HE MOJTBEPXKAAT B OomnbiinHCTBe cityuaeB IgAH c¢ DIl yeTkux accoruaiuii ¢ MporHOCTUYECKUMHU
(akTopamMu, HaMH ITPOBE/ICH aHATN3 KIMHUKO-MOP(OIOrnYecknx nokaszarenei B 3aBucumoct ot UL
Ananu3 UII B cBSI3M ¢ KIMHUYECKMMH U TUCTOJIOTMYECKUMH IMOKa3aTeNsIMU MOKa3ajl, YTO 3HaYeHHUE
>0,75 obyajaeT MPEeIMKTUBHON 3HAYUMOCTBEO TI0 OTHOIICHHUIO K HAPYIICHUIO (PyHKIUU no4ek (puc. 4)
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Puc. 4. CooTHommeHNEe 4yBCTBUTENRHOCTH U crieniuduunoctr (ROC-kpuBas) mpu nNporHo3UpOBaHUH HAPYIICHUS QyHKIIHH
[IOYEK B 3aBUCUMOCTH OT 3HaueHuil 111

Fig. 4. The ratio of sensitivity and specificity (ROC-curve) in predicting the deterioration of kidney function, depending on
crescent score
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(ayBcTBUTENHHOCTD — 83,3 %, crieruduaHocTh — 84,2 %, onTuManbsHsIi opor — 0,75, AUC = 0,825, SE
(AUC) = 0,112, SE (0,5) = 0,138, Z = 1,83, p = 0,034, 95 % AU - 0,61-1,00).

C yuetom nonydeHHoOU Touku oTcedenus mo MII nmposeneHno cpaBHeHUE ABYX PN HAIUEHTOB IO
NPEAUKTUBHBIM KJIMHUYECKUM U THCTOJIOTMYECKUM IPHU3HAKAM, IO UTOraM KOTOPOTO MOJYYEeHBI JI0-
CTOBEpHBIC pa3auyus Mo yacToTe pa3ButTus Al, a Takke Mo MPOLEHTY CKICPOTHUUYECKUX HM3MEHEHHI
KJIyOOUKOB M CTPOMBI (Ta0I. 6).

Tab6numa6. CpaBHeHHe TPYNN B 3aBUCHMOCTH OT UH/EKCA MOJYJIYHUH M0 KINHHYECKUM H THCTOJIOTHYECKHM
noka3zareasam, Me (25 %75 %)

Table 6. Comparison of crescent score groups according to clinical and histological parameters, Me (25 %-75 %)

K-Bo manuenTon

IMpusnax Crar. 0CTOBEPHOCTE pa3Iduit
c UIT<0,75 (n=37) ¢ UI1>0,75 (n=24)

[Iporennypus 1,29 (0,8-1,96) | 1,7 (1,017-3,325) U=3475,p=0,156
AT 18 (48,6 %) 20 (83,3 %) x> =17,46, p = 0,006
OHpoTenuansHas nponudepanus 10 (27,0 %) 5 (20,8 %) ¥ =0,3,p=0,583

ITC, % 5,9 (0,00-16,7) | 15,75 (6,7-36,05) U=285,5p=0,010
CI'C, % 11,8 (5,9-23,8) | 38,0 (18,8-50,0) U=254,5,p=0,005
Cki1epo3 cTpoMEl, % 10 (5-25) 22,5 (17,5-40,0) U=243,5,p=10,003

Hanmuane DI B kiry0oukax COBMECTHO C ITpeodagaHueM JeT03UTOB HMMYHOTTIOOYJIMHOB Kilacca A
B M3 He uckiroyaeT coyeTanus AByX 3adoneBanuil: [gAH u BackynuTa, acCOMMPOBAHHOTO C AaHTHHY-
KJICapHBIMH LUTOIIa3MaTndeckumMu antutenamu (AHLIA), yto TpeOyeT mccnemnoBaHHsI CHIBOPOTKH
kpoBu Ha Hammuue AHI[A. UccnenoBanme AHIIA BeimosnneHo B 11 cityuasix, U3 KOTOPBIX JIMIIb
B | BBISIBJICH TOJIOKUTEIIBHBIA Pe3yNbTat, 4To norpedosaio uckimoueHuss AHLIA accounnpoBanHoro
BaCKYJIUTA.

BriBoasbl

1. Mopdomorudeckoe uccienoBanne HePPOOHONTATOB B3POCIBIX MAITUCHTOB C HCIIOJIH30BAHUEM
CBETOBOW W MMMYHO(ITYOPECIICHTHONH MHUKPOCKOIIMH TTO3BOJIMJIO YCTAHOBUTH nuarHo3 IgA wedpona-
tun B 29,7 % cinydaes, u3 kotopbix B 31,1 % Habmonanacek DI1 B kinyboukax. B 6onbminucTBe (59,4 %)
cinydaeB DIl 3aTparuBana menee 25 % Ki1yO00IKOB, B TO BpeMsI Kak MOpakeHHE 00Jiee TIOJIOBIHBI TJIOME-
pyJ HaOJIFOIAJIOCh TOIBKO B 6,3 % cirydaes.

2. Pe3ynpraThl UMMYHO(IIYOPECIIEHTHOTO HCCIIEOBAHMS HE(PPOOHOIITATOB BBIABIIIH JOCTOBEPHYIO
accoruanuio Mexay passutuem OJIl B kiyOoukax u omnoxkenusmu IgA (x> = 10,36, p = 0,001)
n KoMronenTa komriemerTa C3c ()2 = 4,54, p = 0,033) B TiI0Mepy IsIpHBIX Oa3anbHBIX MeMOpanax. M3
nmokaszareneit MEST ¢ momynmyHusSIMH OBLIO CBSI3aHO HAJTUYUE CETMEHTAPHOTO TIIOMEPYJIOCKIIEpo3a
(¢*= 13,31, p = 0,0003), a Taxke Gosee BBICOKHIt ero mporeHt (U= 2975,0, p = 0,000) u mpoIeHT cKile-
po3a ctpomsl (U= 3679,0, p = 0,029).

3. Ilpu pa3zutuu DIl B kirybouKax y manueHTOB OBLIN BBIIIE MTOKa3aTenu nporeunypun (U = 2616,5,
p = 0,000), gamme passuBanacb Al (y*= 5,36, p = 0,021). He3aBucumo oT yneasHOro Beca Kiryooukos ¢ D1
B OuonTare, y OOJBITMHCTBA MAIIMEHTOB Pa3BUBaJca HeppUTHUYCCKHUH cuHIpoM. Hannure monynmyHui
B KaXJIOM YETBEPTOM CJIydae COMPOBOXKJAJIOCh KIMHUYECKOH KapTHHOW M30JIMPOBAHHOTO MOYEBOTO
CHHJIpOMA, YTO aCCOIIMUPOBAHO C TIOTYJIYHUSIMH MeHee deM B 25 % kinyooukoB (p = 0,008). C apyroit
CTOPOHBI, TSKEJasi KJIMHUKA B BUJIE OBICTPO MPOTPEeCcCUPYIONIEro TeueHus 1 pa3putue DI1 B mogoBuHe
KJIIyOOUYKOB 1 OoJiee BBIABISUTUCH KpaifHe penako (3,1 u 6,3 % COOTBETCTBEHHO) M HE COYETAIHCH MEXKITY
co0oil.

4. Hapymenwne ¢hyHkunn nmodek npu IgA nedponatuu cBsizaHo ¢ HHASKCaMu ronyryHuit 0,75 u BbI-
1€, YTO COOTHOCHJIIOCH C IOCTOBEPHBIMHU Pa3IHUMsIMHU 10 yacTore passutus Al (> = 7,46, p = 0,0006),
a Tak)ke ¢ MPOIIEHTOM CKJICPOTHUYECKHX M3MEHEHHH B Kiryboukax (U = 285,5, p = 0,010 m U = 254,5,
p=0,005 mnst 'TC u CI'C coorBetcTBeHHO) M cTpome (U = 243,5, p = 0,003). [IporpeccupoBanne [gAH
¢ OIl B Buze camkennst CK® ua 50 % nubo Hagaia nuann3oTepanuu Ha0moaanock B 12,5 % ciaydaes.
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AHanmM3 moka3aTtensi BEDKUBAEMOCTH ITPOJIEMOHCTPUPOBANl COXpaHEHHE (DYHKIIUU TOYCK B TEUCHUE
1 rona B 87 % cnyuyaes, B TeueHnue 3 et — B 84, B TeueHue 5 1et — B 67 %.
KongankT naTepecoB. ABTOPHI 3asBIISIFOT 00 OTCYTCTBUU KOH(IUKTA HHTEPECOB.
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