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IgA-HEDPOMATUA: AHAJIV3 TEMIOB MNMPOTPECCUPOBAHISA
B AETCKOM BO3PACTE
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PEDEPAT

Llenblo nccnenoBaHus SBUICS aHanmM3 TeMMNoB nporpeccmpoBaHus IgA-Hedponatum (IgAN) B aeTckom Bo3pacTe 1 HakTopos,
BIMSIIOLLMX HA NPOrHo3. B nccnepnosaHmne BkoveHo 54 pebeHka ¢ Mmopdonornyeckn BepndurLmpoBaHHbiM grarHo3om IgAN
(36 — manbumkoB, 18 — geBoyek) B Bo3pacTte oT 2 Ao 17 neT, HaxoauBLUMXCSA nof HabnoaeHnem B Hepposiornyeckom oTae-
neHnn Y3 «2-9 petckas ropoackas kKinnHuyeckas 6onbHULa» PecnybnvkaHckoro LieHTpa neTckoin Hedponormm 1 noYeyHom
3amecTuTensHom Tepanum r. MuHcka B nepuog ¢ 2013 no 2020 r. NMokazaHo yyacTtue deGal-IgA1, mapkepoB aktnBaumm T- n
B-numdoumnTtos, npoBocnanuTenbHbIX 1 NPodrnbpoTUYECKNX MONeKyn B passutum 6onedHun. Al 3apernctpuposaHay 18 n3 54
(33,3%) peten, HouHaa Al —y 11/43 (23,4 %), npuaHaku kapanopemogenuposarus —y 10/49 (20,4 %). CHUXeEHWE yPOBHSA
agunoHeKTUHa, BuTammHa D, noBbiweHne obectaTvHa B CPaBHEHUW CO 340POBbIMY AETbMU MO3BONSET OTHECTN NALMEHTOB
¢ IgAN B rpynny pucka passuTua KapaMOBaCKYNSAPHbIX HapyLLeHWI, YTO npeanonaraet Heo6xX0AMMOCTb CBOEBPEMEHHOIO
KOHTPONS 1 Koppekunn. B 6onblUMHCTBE cryyaes B AeTckom Bo3pacTe IgAN xapakTepuayeTcs 400pOKa4YeCTBEHHBIM TEYEHU -
emM 6e3 Npu3HaKkoB NporpeccrnpoBaHus. lNokasaHa NPorHoCTnYeckas 3Ha4MMOCTb BbICOKOAKTUBHOMO HedpuTa, HapyLleHus
dyHKLMM NoYek B febioTe 6onesHu, T1 (TybynspHon atpodun/vHTepctnumansHoro ¢ubposa B 25-50 %) no MEST, npoTeu-
Hypun 1 cBbiwwe 0,8 r/cyT kak HGakTopoB pUcka NPOrpeccMpoBaHms.
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ABSTRACT

The aim of the study was to analyze the rate of progression of IgA nephropathy (IgAN) in childhood and factors affecting
prognosis. The study included 54 children with a morphologically verified diagnosis of IgAN (36 boys, 18 girls) aged 2 to 17
years, who were under observation in the nephrology department of the "2nd Children's City Clinical Hospital" of the National
Center for Pediatric Nephrology and Renal Replacement therapy in Minsk in the period from 2013 to 2020. The participation
of deGal-IgA1, markers of T- and B-lymphocyte activation, pro-inflammatory and pro-fibrotic molecules in the development
of the disease has been shown. AG was registered in 18 of 54 (33,3 %) children, nocturnal AG in 11/43 (23,4 %), signs of car-
diac remodeling in 10/49 (20,4 %). A decrease in the level of adiponectin, vitamin D, an increase in obestatin in comparison
with healthy children makes it possible to attribute patients with IgAN to the risk group for the development of cardiovascular
disorders, which implies the need for timely monitoring and correction. In most cases in childhood IgAN is characterized by a
benign course without signs of progression. The prognostic significance of highly active nephritis, impaired renal function at
the onset of the disease, T1 (tubular atrophy / interstitial fibrosis in 25-50 %) by MEST, proteinuria over 0,8 g/24 hours as risk
factors for progression was shown.
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BBEAEHUE

IgA-nedponarus xapakTepu3yeTcss Me3aHTHO-
nponrdepaTuBHBIM BOCHAIEHHEM C OTIOXKECHHUEM
IgA-conepxammx UMMYHHBIX KoMIuiekcoB. Hecmo-
Tps Ha TO, YTO B JIETCKOM BO3pacTe MMeeT J0OpOoKa-
YEeCTBEHHOE TEUeHHe, Y B3POCIbIX 3aHNMaeT | mecto
cpeau nIoMepyJionaTuil Kak MpUuurHa TEPMUHAITBHOM
CTaINH XpOHUYECKOH Oose3nn mouek (XBII) B moio-
moM Bo3pacte [1, 2]. OCHOBHBIM ITHArHOCTHYCCKUM
KPUTEPUEM CIIy’)KUT BBIABICHUE NENO3UTOB IgA B
KITyOOYKaxX MOYeK B Ka4eCTBE JOMHUHAHTHOW U KO-
JIOMUHAHTHOM 9KCIPECCHH TI0 OTHOIICHHIO K JIPYyTUM
nMMyHOTITOOyTHHaM (Ig) MpH orleHKe IMMYHOTHCTO-
noruu (MI'), ¢ THTEHCUBHOCTHIO CUTHAJIA BBIIIE YMe-
pennoit (>2+). Kpome storo, B 30—100 % B0o3MOX)HO
TaKk)Ke BBIIBICHHE eno3uToB C3-KOoMIUIEMEHTa W
«cnenoBoey» ceeuenne Ig apyrux kmaccos [3].

Llenpro Hamero wcciaeqOBaHUsS SBUJICS aHAJH3
TeMII0B IIporpeccupoBanus [gAN B 1eTckoM Bo3pac-
Te 1 (PaKTOPOB, BIUSIIONINX HA TPOTHO3.

NAUMEHTbI U METOAbI

B nccnenoBanne BriroueHo 54 pederka ¢ Mmopdo-
JIOTHYECKH BepU(UITUPOBAHHBIM AnarHo3oM IgAN
(36 — manmpunKOB, 18 — AEBOYEK) B BO3pacTe OT 2 10
17 yet, HAaXOMUBIITUXCS TI0J] HAOIIONEHNEM B Hepo-
JOTUYECKOM OTICIICHUH Y3 «2-51 MEeTCKask TOPOACKas
KJIMHAYecKass OompHHUIA» PecmyOmmkanckoro IleH-
Tpa JETCKONW HE(PPOIOTHH M TTOYCUHON 3aMECTHTEIb-
HOM Tepanuu I. MuHcka B niepuos ¢ 2013 mo 2020 1.
I'mcromornueckoe omucaHue o0Opa3IOB ITOYCHHOH
TKaHH TIPOBOIWIOCH C HcHoib3oBanueM MEST+C
xmaccudukaruu 2016 1. [3]. AnATeasHOCTs HAOMIO-
nenust coctaBuia ot 13 mec no 10 nert. Ilpoananu-
3WPOBAHBI: KIIMHUYECKUH BapHaHT MOPAKEHHS I10-
4geK, ONOXUMHUYECKHE JaHHBIC KPOBH (OOIIHiA OETIOK,
anpO0yMUH, MOYEBUHA, KPEaTHHUH, MOYEBasl KHCIIOTa,
XOJIECTEPHH, JUIHUAOTPaMMa), pacdeTHas CKOPOCTb
KkiryooukoBoit duisTparuu  (pCK®) mo dopmymne
[IBapma, xapakTep MOYEBOTO CHHApPOMA (TeMary-
pys, TPOTEUHYPHUS), CyTOUHAs DKCKpEIus Oenka ¢
MouoH, cyTounblii MoruTopuHT (CMA/I) 1 pazoBbie
o(QUCHBIE M3MEpPEHHs apTepUANTBHOTO JABJICHUS, pe-
3ynmbTathl DXO-kapauorpadud ¢ pacdeToM MacChl
MHUOKapa, WHAEKCa MacChl MHOKap/ia JIEBOTO Kelry-
nmouka (MMMJIK) u oTHOCHTETHFHON TOIIIIUHEI CTSH-
ku jeBoro xemynodka (OTCIDK), Y3U connbIx apre-
puii ¢ OLICHKOM TOJIIMHBI KOMILJIEKCA HHTUMa—MeIna
(KNM), mopdoaorndeckne W3MECHEHHUS B TIOYCTHOM
TKaHH, a TAK)KE CXEMBI JICUCHHS.

Metonom mmmyHO(MepMeHTHOTO ananm3a (MDA)
C WCIIONB30BAaHUEM TECT-CUCTEM MPOU3BOIUTENCH
«Invitrogen» (ABctpusi), «DRG» (I'epmanus) B cbI-
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BOPOTKE KPOBH OMpeJieieHa KOHIICHTPaIs (akTOpoB
cocymuctoro >anorenuansHoro VEGF u Tkaneso-
ro pocta TGF1p. [IpoBocnanurensHbie MEAHATOPHI
TNFa, IL1pB, caspase 1, monekynasl akTuBanuu T- u
B-mumdonuror BAFF, RANTES B cbIBOPOTKE KpOBH
uccienoBansl ¢ momoipio MDA tect-cuctem «R&D
Systems Quantikine» (CILA), ypoBeHb aaUIOHEK-
tnHa «DRG» (I'epmanus), nentuHa u obecTraTHHA
Fine Test (Kuraii), Butamuna D «Euroimmuny (I'ep-
Manusi). KoHIeHTpanms JeranakTo3HIMPOBAHHOTO
UMMyHOTII00yHHA A1 B CBIBOPOTKE KPOBHU C MUCTIONb-
3oBanneM «Human Galactose-Deficient IgA1» Fine
Test (Kurait). I[locTranoBKy peakunii IpOBOIMIN B CO-
OTBETCTBUH C MHCTPYKIUSMH T10 TIPUMEHEHHUIO, TIPH-
JaracMbIMHA TTPOU3BOAUTEISIMHU, YYET PE3yJbTaToB
Ha H®DA-anammzarope «AUD-M/340» («Butsizby,
Pecny6nuka benapych) npu mymmHe BOMHBI 450 HM.
I'pynmy koHTpoist cocTaBUiIM 36 YCIOBHO 370pO-
BBIX JIETEH ¢ TMarHO30M BereTaTuBHas JUCHYHKIUS,
HaXOJIMBIINXCA Ha 00CICOBAaHUH B KapHOJIOTHYE-
CKOM OT/IEJICHUU.

CraTuCTHYECKUI aHaNW3 MOJYYCHHBIX JTaHHBIX
OCYIIECTBIISUIM C TOMOIIBIO MPOrpaMMbl «Statistica
10.0», Microsoft Excell, SPSS. Paccunranbl memgua-
Ha (Me) ¢ MeXKBapTHIIBHBIM pazmaxoM (25 %—75 %),
JUTSL BBISIBJICHHSI MEKTPYIITIOBBIX Pa3U4Ui HUCTIOJb-
3oBanmu U-kputepuii MaHHa—YHUTHU. AHaJINU3 KOp-
PEISIIMOHHBIX B3aMMOOTHOIICHUH OCYIIECTBISUIA C
nmoMolnpo ko3dduimenta koppessiun CrnupMeHa.
HyneByro cTaTUCTHUECKYIO THIIOTE3Y 00 OTCYTCTBUH
paznuuuii u cBszert orsepraiu mpu p<0,05.

PE3YJIbTATbI

Menuana Bo3pacta gaebioora IgAN cocraBmiia
13,5 ner (ot 2 mo 17 net). 10 mereit mo mpoBeneHUs
He(ppoOHOTICHN TTOTyYaTH TEPANUIO TITFOKOKOPTHKO-
crepounamu (I'KC). IlokazanusiMu 1t IpOBEACHIS
Hepobuoricuy OBLTH: HATWYHUE y TAIMCHTa CUM-
NTOMOKOMILJIEKCa HE(PPOTUYECKOTO MM COYCTAHUS
HEPPUTHUECKOTO U HE(YPOTHUYECKOTO CHHJIPOMOB,
BBICOKOAKTHBHOTO HedpuTa (HapacTaHue KpeaTHHU-
Ha, MOYEBUHBI CHIBOPOTKH KpPOBH B AuHamuke, Al
cumwkenue CK®), mepcuctupyiomieil nmpoTenHypun
HEHEe(POTHUECKOTO YPOBHSI C FeMaTypHeH.

Knunuueckue u nabopamopnvwie dannuie

YV GoNbIIMHCTBA MAIMEHTOB (N=22) KIMHUYECKas
npesentanus IgAN oTMmedanack B BUIE MUHUMAJIh-
HOTO MOYEBOTO CHHIPOMAa — SMU30UYECKON MaKpo-
reMaTypuH C W/WIIM HEe3HAYUTEIbHOW TIPOTEHHYPHUEH
10 0,2 r/cyT. V 16 nereit reMaTypusi ¢ IpOTEHHYPHUEH
B nauanasone ot 0,2 10 0,5 r/cyT. ¥ 11 nereii npoTen-
Hypus — cBbime 0,5 T/cyT. ¥V 5 pa3Buics CUMITOMO-
KOMIIICKC He(POTHUECKOTO CHHIPOMa C TeMaTypueit
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n/vmim AT Y ogHoro maipyMka ormeyajioch 11 smu-
30]10B MAaKpOTreMaTypHH, TIPH 3TOM CyTOYHAsT IKCKpe-
nus Oeska ¢ Mo4oi He mpesbimana 0,2 T/¢cyT, HO OT-
meganachk Al Hapymenne GyHKIINN MOYEK B 1e0I0TE
3a00JeBaHMs OTMEUAIOCh Y 5 JieTel, OCTpOe MOBPEXK-
JeHne nodku — y 1 manuenrta. Ha moment mocnen-
HETO HCCIIeNIOBaHUS TPOrPECCUpOBaHue (CHUKECHUE
pCK® menee 60 Mi/MHUH) OTMEUEHO B 2 citydasx (T1o
panee wucnonb3oBaBieiics knaccudukamum XITH,
CK® — menee 80 B 3 u3 54 nmereit ¢ IgAN.
AprepuanbHas THIEPTEH3HMs TI0 pe3yibTaram
CMA/I 3apeructpupoBana y 18 (33,3 %) nereit. Hou-
Hasg Al —y 11 (23,4%). Ilpusnaku pemopennpoBa-
Hus Muokapaa —y 10 /49 (20,4 %).
Mopdgponocuueckue usmenenus: MEST+C
MI1-me3aHrHanbHas TUIEPKICTOYHOCTh B Oolee
yeM 50% kmyGoukoB oTMeueHa y 39 manumeHToB;
El-snpokanmuisipHasl THOEPKIETOYHOCTh — Y 2; S1-
CerMeHTapHslIif ckiepos —y 34; T1-tyOynspHas aTpo-
(bus 1 uHTEpCTUIHATLHBIN (HUOpo3 — B 25-50% y 6;
Cl-nonynynus meree ueM B 25 % KiIyOO4KoB — y 6
nanueHToB. Hanbomnee gacToit HaX0aKOH HMMYHOTH-
CTOJIOTHH OBIJIO MIPUCYTCTBHE JIEMO3UTOB [gA B KOM-
ounaru ¢ C3-KOMITOHEHTOM KOMILIeMeHTa (38 ciry-
4aeR), peke U30JIMpoBaHHas skcpeccus [gA (16/54).
Okcrpakamiuisipas nponudeparus (311) BeisiBIeHa
B 11,1% (6/54) u acconuupoBayiach C JCTIO3UTaMHU
C3-komriemeHnTa B koMOnHanuu ¢ IgA.
Konyenmpayus oezanakmosunupo8aHHo2o ummy-
Hoenobynuna A 6 colgopomie Kposu
Psan mccnenoBareneil B mociieHUE TOABI OIHUCHI-
BalOT oOmHOCTh maroreHe3a IgAN u IgA Backymu-
ta llenneiina—I'enoxa (LLUI"), mpennonaras yuactue
abeppanTHoro IgA B pa3BuTuu 3a0oneBanuii [4, 5]. YV
nereit ¢ IgAN (n=53) xonnenrparus deGal-IgA oka-
3ajach 3HAYMMO BBIIIE B CPABHEHHUHU C YCIIOBHO 3710-
POBBIMH JIETBMH TPYIIBI TOCHUTAIBHOTO KOHTPOJIS
(n=35, manueHTsl KapAHOIOTUYECKOTO OTACIEHUS C
nuaraozom BJT) (U=495,5, p<0,001). JInama3on koie-
Oanus koHueHtpanuu deGal-IgA npu I[gAN: 0-220,0
ur/mi, Me (25%—75%) 6,4 (0,8-23,6), y 310pOBBIX:

0-6,9 ur/mn, Me (25%-75%): 1,0 (0,4-2,5). B xa-
yectBe rpynn cpaBHeHus deGal-IgA uccrenoBan y
JIeTel ¢ HaclleICTBeHHBIM HepuToM (n=43), rae Me
(25%—75%): 4,4 (2,8-6,9) u IgA-Backynutom I
(n=30): 4,6 (1,0-19,7), 3HAUUMBIX pa3TUIUI MEXKIY
rpyImaMy He MOJTy4eHO.

Hamu Taroke NpoBeieH aHaNWU3 CBSI3U YPOBHS
deGal-IgA ¢ obmwM chiBOpOTOUHBIM [gA y manmen-
ToB ¢ IgAN. Obmuii IgA CHIBOPOTKH BapbHpOBal B
nuarazone 0,95-4,57 r/n (nopma 0,44-3,95 r/n), Me
2,25 (A 1,59-2,8). Tonbko y 2 MalMeHTOB OTMEYa-
JIOCh TIOBBIIICHKE Kak o0mero IgA 4,1 u 4,57 r/xn, Tak
u deGal-IgAl 190,5 u 81,6 coorBeTcTBeHHO. CBSI3U
Mexay BbicOkuM ypoBHeM deGal-IgAl u moBbiie-
HHEM 00IIIero CHIBOPOTOYHOTO IgA B rpymie AeTei ¢
IgAN Hamu He BBIABIICHO.

[Mony4eHHbIe JaHHBIE TTO3BOJISIOT TPEIOIOKUTh
Bo3MoxkHOoe ydactue deGal-IgAl B ummyHomarTore-
Hese [gA-Hedpomnaruu y neTeil.

Konyenmpayus omoenbHbIX UMMYHHBIX MOJIEK) 8
cvlgopomie Kposu y oemeli ¢ 1gA-nepponamuet

Pesynbratel  ompenenieHHsT KOHIIGHTpPAIlMA B
CBIBOPOTKE KpPOBH MAapKepOB aKTUBaUU T- W
B-mumponuror (RANTES, BAFF), nposocnanu-
TenbHBIX MONEKyI (caspase 1, TNFa, IL1p), a Takke
MapKepoB DHIOTEIUATHLHON JAUCHYHKINH (COCYIHU-
ctoro saorennansHoro VEGF u TkaneBoro Tpasc-
¢dopmupyromero ¢akropa pocra TGF1B) y nereii ¢
IgAN u ycioBHO 310pOBBIX ITpHBEIEHB! B Ta0M. 1.

Konnenrtpauuss MapkepoB axktuBauuu T- u
B-mumponuror (RANTES, BAFF), nposocnanu-
TeTbHBIX MoJieKyn (caspase 1, TNFa), a Takke map-
KEpOB DJHJOTEIUATBLHON JUCHYHKIUN (TKAHEBOTO
Tpa"chopmupyromiero gakropa pocta TGF1p) y ne-
teit ¢ [gAN okazanach 3HaUMMO BBIIIE B CPABHEHUU
CO 37I0POBBIMH, YTO OTPAXKAET MX BKJIAJ] B Pa3BUTHE
3a00JIeBaHMS.

Hccnedosanue omoenvHuIX nokazamenei mMema-
bonuyeckoeo cmamyca y oemeti ¢ IgAN

Pesynbrarel HccieoBaHusT OTIEIBHBIX ITOKa3a-
TeJNell MeTabOIMYecKoro craryca (aJUMOHEKTHHA,

Tabnuua 1/ Table 1

PesynbraTtbl UCCieA0BaHUSA UMMYHHbIX Moniekyn y aetei ¢ IgAN 1 ycnosHO 300pOBbIX
The results of the study of immune molecules in children with IgAN in comparison with healthy children

MokasaTtenu

pynna 1, n=53

pynna 2, n=36

CratucTmyeckast 3Ha4MMOCTb Pasnuyunii

VEGF, nr/mn

146,0 (105,0-200,0

125,0 (122,5-205,0

U=924,5, p=0,69

TGF1B, nr/mn

349,3 (104,2-856,4

140,0 (120,0-150,0

U=219,0, p<0,001

= = |= |=

)
)
443,2-750,0)
)
)

(
RANTES, Hr/mn 518,4 ( 460,0 (365,0-480,0 U=529,0, p<0,001
BAFF, nr/mn 474,7 (316,0-747,8 150,0 (125,0-250,0 U=144,0, p<0,001
Caspase 1, nr/mn 148,5(110,0-180,0 50,0 (45,0-70,0) U=124,0, p<0,001
IL1B, Hr/Mn 11,75 (4,9-19,0) 13,8 (7,3-16,3) U=920,5, p=0,67
TNFa, Hr/MN 20,3 (12,6-31,2) 40,0 (31,2-42,5) U =409,5, p<0,001
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Tabnuua 2 / Table 2

CpaBHeHue nokasartenen agunoumMTOKMHOBOIO cTaTtyca rpynnbi geten ¢ IgAN
" YCJIOBHO 340pPOBbIX aeTen, Me (25 %—-75 %)

The results of the study of adypocytokines in children with IgAN
in comparison with healthy children

MokasaTtenu Mpynna 1, n=53

pynna 2, n=30

Cratuctmyeckas 3Ha4MMOCTb Pasnnymni

AONNOHEKTUH, HF/MA 37,0 (29,5-52,4)

83,9 (44,3-177,6)

U=465,0, p=0,002

NenTuH, nr/mn 1144 (637,0-1587,0)

1289,8 (506,0-1799,3)

U=757,0, p=0,7

O6ecTtaTuH, Nr/mn 281,0 (242,3-325,5)

69.3 (48,4-252,0)

U=198,5, p<0,001

ButamuH D, Hr/mn 13,4 (9,6-17,6)

20,9 (12,7-30,4)

U=430,5, p<0,001

nenTuHa, obecratuHa, Butamuaa D 25(OH)D) B cbI-
BOpOTKe KpoBHU JieTeit ¢ IgAN U yCrIoBHO-310pOBBIX
(n=30) mpexacTarieHHI B TA0M. 2.

3HaYMMOe CHIKCHHE YPOBHS a/INTIOHEKTHHA, BH-
tamuHa D 1 oBEITIIeHNEe 0OecTaTHHA OTMEUEHO Y Ta-
uureHToB ¢ IgAN B cpaBHEHHMH CO 3I0POBBIMHU.

IIpu3Haku CTPYKTYpHOUM TEPECTPONKH MHUOKapa
10 pe3ysIbTaTaM pacyETHBIX MHJIEKCOB MAaCChl MUOKAp-
nma (MMMJDK) 1 OTHOCHTENIEHO TOJIIIMHEI CTEHKH Jie-
Boro xkemynouka (OTCJDK) BeisBieHb! y 10 genmoBek:
peMonenupoBanre muokapja JDK koneHTprueckoe —
y 5, runeptpodus muokapaa JOK mumarammonsas — y
4, BpokaeHHBINM mopok cepamna (BIIC, AMIIII) — y
OITHOTO, B TO BpeMs Kak 1mo Y3U pesymbraraMm TOJb-
KO y aBoux obHapykeHsl m3mMeHerns — BIIC y omHO-
ro ¥ pa3Mep MOJOCTH MPABOro JKeIylouka CBbIe 95
LEeHTWIH Y ofgHoro pebeHka. PacueT maccel Muokap-
ma, UMMIDK n OTCJIK cuuTaercs paHHHM Tipe-
JTUKTOPOM HauYaJbHBIX MPU3HAKOB PEMOJIEINPOBAHUS
MHOKapjia B CpaBHEHUH ¢ onmucanueM Y3U cepama. Y

Tabnvua 3 / Table 3
Pacnpenenexnuve naumeHToB ¢ IgAN c
nporpeccupoeaHMeM B 3aBUCUMOCTH
OT HanMuns pakTopoB pUcka

Distribution of patients with IgAN with progression
depending on the presence of risk factors

MporpeccunpoBaHne
dakTop Bcero
HeT ecTb
JeueHne 0 42 1 43
0o Hedpobroncum 1 9 1 10
HapyLueHue dyHkumm 0 48 1 49
noyek B febioTe 60ne3Hn 1 4 1 5
T (MEST) (Ty6yndapHas|q 47 1 48
aTpodusa/MHTEpPCTULM-
anbHbIn GUBPO3) 1 5 1 6
0 41 0 41
MpoTteuHypusa >0,8 r/cyT
1 11 2 13
0 46 0 46
pCK®d <105 mn/MuH
1 6 2 8
JINOHNM <0,5 Mmons/n |0 15 0 15
6 1 7
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nereii ¢ IgA Tommmua KM B mM: Me (25 %—75 %)
cnpasa — 0,4 (0,4-0,5), ciesa — 0,45 (0,4-0,5) Oe3 3Ha-
YUMBIX pa3InYuii B CPABHEHHUH CO 310POBBIMH.

Jleuenue

Henpto neuenust manueHtoB ¢ IgAN sBrsercs
KyIIUPOBaHHWE AaKTUBHBIX NPOSBICHUN OONE3HH WU
MpeayTpekeHne nporpeccupoBanus [6]. 3a Bpems
HaOJIO/ICHNS BCE HAIIM MAalMEHTH! MPHUIILIH K Ha3Ha-
yeHuto JeucHuss HAIID mm Grokaropamu perenTo-
poB k anruoreHsuny (bPA) ¢ antumportennypudye-
CKOM Y PEHONPOTEKTUBHOM LEJBIO C YUETOM HAIMYUS
MIPOTEUHYpUH. J[eTH ¢ U30JMPOBAHHON reMaTypuei
B J1e0roTe 00JIe3HH HAXOIWIIUCH MO AUHAMHYECKUM
HaOmoeHIEeM Bpada-Hedpoora u METUKaMEHTOB HE
MOJTy4yasiy, ¢ MOMEHTA TOSBJICHUS IPOTEUHYPUHU Ha-
3Hadanuch HAIID wim BPA. Pri6uii xxup Kypcom a0
JIBYX JIET OB Ha3HA4YCH § NeTsAM. 15 "eIoBeK moiy-
g npeaau3onod, ['KC B komOuHamMm ¢ UTOCTA-
THUKOM — 11 mereit.

Ananuz memnog npoepeccuposaniis

[IporpeccupoBanne oTMe4ueHO B 2 ciaydasx (1o
paHee ucrnonb3oBasieics kinaccudukanuu XITH B
3) u3 54 nmereii ¢ IgAN. Pacnipenenenne manueHToOB
¢ IgAN c mporpeccupoBaHUeM B 3aBUCHIMOCTH OT Ha-
nuust pakToOpoOB pUCKa MTPHUBEACHO B Ta0II. 3.

Puck mporpeccupoBanus y nanueHToB ¢ IgAN B
3aBHCHMOCTH OT HaJIM4us HeraruBHOro (akropa (0 —
OTCYTCTBYET, 1 — MMeeTcs) IpeacTaBiieH B Ta0I. 4.

[TomyueHHbIe pe3ynbTaThl MOATBEPKIAIOT JaHHBIE
JUTEPaTypHBIX HCTOYHUKOB O MEJJICHHOM IpOTrpec-
cupoBanuu [gAN B nerckom Bo3pacte. OnHaKo, eciu
CpaBHUTH pe3ynbTaThl 10-TeTHEH «IOYEUHON BBIKU-
BaemocTi» nipu IgAN ¥ QokanbHO-CErMEeHTapHOM
rmomepynockieposze (OCI'C), To MOXKHO OTMETHTH
OTCYTCTBHE CYIIECTBEHHBIX Pa3U4YUi B MPOTPECCH-
pPOBaHHM MEXAy TUMH OoneszHsiMu. Tak, omHOJIeT-
HSSl «TI0YeYHas! BBDKMBAEMOCTH [BBIKHBAEMOCTh, %0
(SE%)] y neteii ¢ ®CI'C cocrapnsiet 98,1 % (1,8 %),
B TO BpeMs kak ¢ [gAN 100 % (-), 3-netnss — 89,3 %
(4,6%) mporuB 100% (-%), S-metusst — 89,3%
(4,6 %) mpotuB 100% (-%), a 10-netusiss — 67,4 %
(11,5%) npotus 61,9 % (18,5 %) npu IgAN.
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Tabnuua 4 / Table 4

Puck nporpeccuposanuns y naumeHTos ¢ IgAN B 3aBUCUMOCTMU OT HaNIM4YnUS HeratuBHoro pakropa
Risk of progression in patients with IgAN depending on the presence of a negative factor

daxkTop Puck nporpeccupoBanus | 95% N AP p OP
0 0,024 0,001-0,123
n 6] 0,345 4,2
eyeHune o Hedpobroncumn ] 0,100 0.003-0,445
HapyLlueHune byHKLMM noyek 0 0,020 0,001-0,109 0178 10.0
B nebioTe 6oneaHn 1 0,200 0,005-0,716 ’ '
T (Ty6ynsipHas atpodus/uHtepctuumans- | 0 0,021 0,001-0,111 0218 8.0
HbIi GrBpP0o3) no knaccudukaumm MEST | 1 0,167 0,004-0,164 ’ ’
MpoTeuHypusi >0,8 r/cyT 0 0,000 0,000-0,086 0,055
poTenryprR ZL,e T/ey 1 0,154 0,019-0,455 ’
0 0,000 0,000-0,077
CKP<105 : : : 0,020 -
P MA/MUH 1 0,250 0,032-0,651
0 0,000 0,000-0,218
JINMOHM <0,5 : : : 0,318 -
MMOfe/1 1 0,143 0,004-0,479

OBCY>XAEHUE

ITo mamHBIM psga aBTOPOB, HEOIATONPHUSATHBINA
nporuo3 IgAN accommupyercs ¢ Al, HapymieHuEM
MMOYeYHON (PYHKIIMH, BBIPAKCHHOW MPOTCHHYPHEH B
nebrore OO0NIe3HU, TSHKEIBIM THCTOMATONIOTHYECKUM
MOpaXEHUEM U TEePCUCTUPYIOLIEH MPOTEUHYpUEH B
nuHamuke [ 1-6]. B mienom, B geTckom Bo3pacte IgAN
XapakTepu3yeTrcs JO0OpPOKaueCTBEHHBIM TEUEHHEM,
YTO TAaKXKE JEMOHCTPUPYIOT MTOTydeHHbIE HAMU JaH-
Hble. Y OompmmHCTBa Hamux mnarueHtoB (70,4 %)
KiIuHu4eckas npeseHranus I[gAN ormedanach B
BHJIE HEBBIPR)KEHHOTO MOYEBOTO CHHAPOMA — JIIH-
30/IMYECKOM MaKporeMaTypuud ¢ MEPCUCTUPYIOLIEH
MUKpOTeMaTypuell B COYETAaHWU C HE3HAYUTEIbHOU
nporenHypuei 10 0,5 r/cyT, 9TO TaKKe COTIacyeTcs
C TAaHHBIMH HCCIENOBAaHUN KPYITHBIX IEHTPOB [7-9].
Menee 4yeM y TpeTH IANHUEHTOB BBIABIsIETCS Al,
Mopdomorndeckn M1, Ha3HAYCHUS UMMYHOCYIIPEC-
CUBHOU Tepanuu He TpebyeTcs. Hecmorps va 11 smm-
30/10B MakporeMarypuu u Haimumuue Al y omHOTrOo M3
MAIMeHTOB, YPOBEHb NPOTEHHYPUH HE IPEBBIIIAI
0,2 T/cyT, ¥ B TeUEeHHE MeproIa ASTCTBA TPU3HAKOB
nporpeccupoBanusa XbII He oTMeuanocs.

Y 16 mereit (Bmouas 5 manuwentoB ¢ HC u re-
Matypueit) mporeuHypus npessicuna 0,5 r/cyt, Al
BBISIBIICHA Y TTOJIOBUHEI, M1, S1 oTMedanuch mpakTu-
yeckn y Bcex, T1 —y 30%. Y manmueHToB 370 1OA-
TpyIIsl 0TMedeHO TiporpeccupoBanue XbI1. Omucei-
BaeM TeueHHe IgAN y «mporpeccopoB». Y IEeBOYKH
W. maaudecrarnusa [gAN cmydninach ¢ MUHIMAJIBHO-
r'O MOYEBOTO CHHApPOMA B 9-1eTHEM Bo3pacTe. B Teue-
HHe TIeproja HabroneHus (8 1eT) coXpaHsiach mpo-
TenHypus HeHedpoTtmueckoro ypoBHs (1m0 1 1/cyT),
AT He ormeuanoch, Mmopdomorndecku M1EOSITI,
nonydana Toibko MAIID ¢ aHTUNpPOTEMHYpUUECKOH
Y pEHOIIPOTEKTHBHOH 1ETBI0 6€3 UMMYHOCYIIPECCHB-
HOM Tepanuu.

VY manpuuka JI. — neGrot IgAN c remarypueit c
nporennypuei B 10-1eTHeM Bo3pacTe, Mporpeccu-
pOBaHUE MPOTEHHYPUU JI0 HEPPOTHYECKOTO YPOBHSI.
Mopdonorudecku — ®CI'C, M1E1S1T1, kiununye-
cku ropmonopesucteHTHoIH HC ¢ AT, remarypuei,
COIYTCTBYIOIIMI METa0OJUYCCKUN CUHAPOM, THIIC-
pypukeMusa. B Tepanuu — mpenHU30I0H B codeTa-
HUU ¢ IuKIociopuHoM A, nAIl® ¢ nomoxuTenbHON
JTUHAMHUKOMN.

VY wmanpuuka K. — 1e0roT remaTypuu C mpoTeu-
Hypueir B l1-meTHEeM BO3pacTe, IMpOrpeccupoBaHUE
no ropmonopesuctenTHoro HC ¢ remarypueii, Al
U HapylIeHUeM (QYHKIUH TOo4YeK, MOp(OIorudecku
®CI'C, M1EOS1T1, ¢pubposnoe nonynyuue. [Tomy-
YaJl MPETHU30JI0OH B COYETAaHUH C IIUKJIOCIIOPHUHOM A,
HATI® ¢ 1oI0KUTENHLHON AUHAMHUKOMN.

Hanuuue nporeunypum Oosee 0,5 r/cyr, AT,
camwkeHus: pCK® vmxke 60 MiI/MHH, CErMEHTapHOTO
CKJIepo3a, TyOyssipHO# arpoduu (MHTEpCTHIIHNATb-
HOTO (hubpo3a), IHAOKANUUISIPHON THUIIECPKIETOY-
HOCTH, (QUOPO3HBIX MONYIYHUH, BEICOKOAKTHBHOTO
HedpuTa, HApYIIEHHE MOYSUHBIX (QYHKIUI, TOpMO-
HOPE3UCTEHTHOCTH TIO3BOJISIET OTHECTH TAKHUX Ia-
[IMEHTOB B TPYMIY BBICOKOTO PHCKa NMPOTPECCUPO-
BaHUA 0OJIE3HH.

Cpeny Hammx ManueHToB MPeodIaJaroIMU TH-
CTOTATOJIOTMYECKUMHU W3MEHEHUSIMH OB Me3aH-
rHajpHas TUIepKiIeToyHocTh M1 U cermMeHTapHBIN
ckiepo3 S1, B OTNIMYME OT B3POCIBIX, I7I€ BEAYIIUMU
SBJSIFOTCSL XPOHMYECKHE TyOyTOWHTEPCTUIIATILHBIC
u cocyaucTele narojoruu. [lo maHHbIM psgaa pador,
SHIOKAMIIISIpHAs runepkiaeTouHocts (E1) xoppenu-
PYET ¢ YpPOBHEM NPOTEHHYPUH H HEOOXOTUMOCTHIO B
NC-tepanum, 4T0 OTMEYAIOCH y OJHOTO M3 HAIIMX
nareHToB. Haubosee yacTol HaXOIKOW UMMYHOI'H-
CTOJIOTHH OBLIO MPHUCYTCTBHE JIEMO3UTOB IgA B KOM-
ounanuu ¢ C3-xomriemeHToM (68 %), pexe TOIbKO
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IgA (32%), mocrarouno pemnxo (11,1%) BcTpeua-
mucek Cl. DIl accommmpoBanachk ¢ memozutamu C3-
KOMIUIEMEHTAa B KOMOWHAIMH ¢ IgA y Bcex aeTeit, 9to
COOTBETCTBYET JIaHHBIM OOJBITMHCTBA UCCIIE0BaTe-
newi [1-3, 7, 8]. I'mcronorndyeckoe nccieoBaHue IMo-
YEYHOW TKaHM MOKA3aHO JJIsl OTPEAETICHHS HE TOJIBKO
CTETEeHU TSKECTH MOpPaKeHUs, HO U MPOTHO3UPOBA-
HUs TedeHust 3a0o1eBanus. COOCTBEHHBIE PE3yiIbTa-
THI TTOKA3bIBAIOT MPOTHOCTHYECKYIO 3HAYMMOCTh Ha-
nmvuust y nanuenta T1 (TyOynsipHoii arpoduu, HHTEp-
cturmanbHoro Gudposa B 25-50%).

[ToBbIIeHNE B CHIBOPOTKE KPOBU KOHILIEHTPALIUU
deGal-IgA1l y nereit ¢ [gAN mo3BoJiseT MPEaIoso-
KUTHh €r0 ydacThe B MMMYyHOIIaToreHese 3adojeBa-
Hus. Ha ceronHsiHui J1eHb ONpeeeHne KOHIEH-
tpauuu deGal-IgA1 BBIDISAUT TOBOJIBLHO MHOT000E-
LIAIOIIKMM B IUIaHE JUArHOCTHKH, OJHAKO HaJlW4He
deGal-IgA1 y 310pOBBIX POICTBEHHHKOB MallMEHTA
0e3 KIMHUYECKUX MPOSBICHUN 00JIe3HU HE TO3BOJISA-
€T UCIIONIb30BaTh TONILKO ypoBeHb deGal-IgA kpoBw,
a IUKTyeT He0OXOINMOCTbH IOMCKA JTOTIOIHUTEIbHBIX
HEMHBA3UBHBIX OMOMapKepoB. JleeKT IIMKO3MIHpO-
BaHUs [gA MOXeT ObITh TeHETHUECKH OITOCPEIOBaH, a
peanu3anus 00JE3HU CIYYUTCS MO BIUSHHUEM Ipy-
rux (aktopo. OnpeeneHne aHTUTEN K abeppaHTHO-
My deGal-IgAl Taxke B psizie cllydyacB MOXKET IPO-
SACHUTh KIMHUYECKYIO CUTyaluio. Hamu BBIABIECHO
noBsbiieHue KoHieHTpauu deGal-IgA1 B chIBOpOT-
Ke KpoBu y Aereit ¢ IgAN u nokazana xoppensanus ¢
ypoBHeM mpotenHypun. 1o nanasiM R.Coppo u co-
aBT., JAeno3uThl, copepkamiue deGal-IgAl, riaBHBIM
00pa30M JIOKaJU3YIONIUEeCs B ME3aHTMH M Karuyuisi-
pax, moMorarot B JTudQpepeHInanbHON THarHOCTUKE
IgAN u medpura LI oT Apyrux BapuaHTOB IIIOMe-
pynomaruii [4, 7, 8].

[ToryuenHble COOCTBEHHBIE pPE3YJIbTAThl TO3BO-
JSIOT PEKOMEHI0BaTh HMCCIIE0BaTh KOHLIEHTPALIUIO
deGal-IgA1l, wmapkepoB akTHBALMU JHUMOOIMTOB
RANTES, BAFF, npoBoCHamuTeIbHBIX MOJICKYJI
(caspase 1, TNFa), a Takke MapKkepoOB dHIOTEIHATb-
noit mucyunkunu (TGF1P) B chiBopoTKe KpOBH Y Je-
Teit ¢ IgAN B KauecTBe JOMOTHUTEIHHBIX KPUTEPHUEB
IUArHOCTHUKU OOJIE3HU.

CBoeBpeMEeHHOE BBISBIEHHE MAapKepOB OBICTPOTO
MIPOTPECCUPOBAaHUS U HEOIArompHUsATHOTO TEUECHHUS
0o1e3HM ABJIsIETCA KITIOYEBBIM 3BEHOM B BhIOOpE Me-
TOA TEpanuu U NaJIbHEHIIEeH TaKTUKKU BEJEHHUS Ta-
LMEHTOB, YTO Ha MPAKTUKE HEPEIKO Ipe/ICTaBiIseT
3HauMuTeNbHbIE TpyaHocTH. [lo Muenuio R. Coppo,
IgAN y nereii Gonpllie HE OTHOCHUTCSI K PEIKUM H
«J100pOKaYeCTBEHHBIM» 3a00JIEBaHUAM, a CUMTACTCS
HE(PUTOM C Pa3ITUIHBIMHU MPOSIBICHUSIMHU U UCXOJIa-
Mu. Pemienne o Havyasie u BbIOOpE JIEUCHHUS 3aBHCUT
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OT WHAMBHUIYaJBFHOTO PHCKa INporpeccupoBaHus. B
KnuHIYeckoM pykoBonctBe KDIGO 2012 r. ykaza-
HO, 4TO (haKTOphl pucKa TporpeccupoBanust [gAN
OJIMHAKOBBI KakK y JeTel, TaKk U Y B3POCIBIX, U MPeJ-
JlaraeTcs CJIeA0BaTh PEKOMEHAAIUAM IS B3POCIIBIX
[5]. Omgnako B 2017 r. KDIGO He BkIt04aeT 0OHOB-
JieHHY10 uHpopMaluio s aetei ¢ [gAN u3-3a Hu3-
KOTO ypoBHS Joka3areiabHocTu. R. Coppo BBIHOCHUT
Ha oOcCyxjaeHue: modemy pekomeHmaiuun KDIGO
TJI0XO TTOAXOMST JJIs JiedeHus aeteit ¢ IgAN, u ecTh
HEOOXOAMMOCTh B pa3padoTKe HOBBIX Mojeleil mpo-
THO3MpOBaHuUs TnporpeccupoBanus IgAN mns ompe-
JIeJIeHUs] TaKTUKHU B JIETCKOM Bo3pacTte. BrlsiBienue
pa3IMyYHBIX YpOBHEH pucka y aereit ¢ IgAN moxer
MEePCOHAIM3UPOBATH BHIOOP TOCTYIHBIX JEKapCTB U
CIoCOOCTBOBATh HUCIOIB30BAHUIO HOBBIX TapreTHBIX
MeTtoaoB JiedeHus [10].

IIporpeccuposanne XBII yTsxenser nporsos na-
[IMEHTa B OTHOIICHUH PHCKOB KapIHOBACKYJSPHBIX
(KB) ocnoxunennii. YacTtoil mpuUunHONW CMEPTHOCTH
nereil ¢ tepmuHanbHOM XBII sBAsitOTCS cepaedHo-
cocymuctele Oonesnu. [lopaxkenue cepaedHo-
COCYIHCTOH CHCTEMBbI 00YCIIOBICHO PaHHUM (OPMHU-
poBaHHEM Kak TpaguuoHHbIX (AL, mucmumunemus),
TaKk ¥ HepPOreHHBIX (HaKTOPOB (XapakTep MOYCHHOM
MATOJIOTHH, HapylleHue QpyHKIuil mouek u mp.). Al
peMoIeTUpOBaHNe MHUOKapia, MeTabolIuyeckue Ha-
pyuieHus (CHWKEHHE YpPOBHS aIUIOHEKTHHA, BUTa-
MuHa D, moBsIieHue obectarnHa) OTHOCST MaIlueH-
ToB ¢ IgAN B rpymnmy pucka panHero pa3sutus KB-
Hapymenuit [11].

SAKJIKOMEHUE

B nmerckoMm Bo3pacTe B OONBIIMHCTBE CIy4acB
IgAN umeeT HU3KHE TEMITBI TPOTPECCUPOBAHUS U HE
MIPUBOAUT K TOJIHOW yTpare (yHKUMH TodeK. Puck
OBICTPOr0 MPOTPECCHUPOBAHUA M HACTYIUICHUS Tep-
MHUHaNbHOUN cranuu XBII noBkIIaeTcs y NaueHToB
C BBICOKOAKTHBHBIM HE(QPUTOM, HApyIIEHHEM (YHK-
[IAY TTOYEK B 1eOroTe 00JIe3HHU, TPOTCHHYPHEH CBBIIIIE
0,8 r/cyt, npu Hamuuuu T1 (TyOymsapHoit arpodun,
uHTepcTulmaibHoro ¢uodpoza B 25-50%) B Owmo-
nrare. [lokazano Bo3mokHOe ydactue deGal-IgAl,
¢daxropoB aktuBanmu T- u B-mumdponutoB (RAN-
TES, BAFF), npoBocnanurensabix monekyn (TNFa,
caspase 1), MapkepoB PHAOTEIHATBEHON AUCHYHKITIH
(TGFP) B pa3Butuu 3aboneBanus. Al' (3apeructpu-
poBanHas B 33,3 % ciyvaes, HouHas A" — B 23,4 %,
MpHU3HaKu Kapauopemosnenuposanus — B 20,4%), a
TaK)K€ CHIKEHHE YPOBHS aJUIOHEKTHHA, BUTaMH-
Ha D, moBeIeHne obecraTuHa MO3BOJIAIOT OTHECTH
nauenToB ¢ I[gAN B rpynmy prcka paHHEro pas3BH-
tus KB-Hapymenuit, 9to onpeenser HeoOX0AUMOCTh
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CBOEBPEMEHHOU JJMarHOCTUKU U KOPPEKLIMU JJIs1 TIPEI-
YIPEXKIECHUS TPOrPECCUPOBAHUS U3MEHEHHU.
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