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PEDEPAT

BBE/JIEHUVE. Cpenmn cucTeMHbIX BagonaTtuii y aeteii IgA-sackynut LLenneliHa-lfeHoxa (LLUIM) oTHocuTes k Hanbonee pacnpo-
CTPaHEHHbIM, M0 AaHHbIM pa3HbiX aBTOPOB NOpaxXeHue rnoyek npu Hem otmedaetcs B 25-80 % cny4daeB 1 06bIMHO onpeaenset
nporHo3 3abonesaHus. LIEJ/IbKO nccnenoBaHust SBUICS aHann3 KIMHUYECKUX, 1abopaTopHbIX, UMMYHONOrMYeCKnx, Mopdo-
JIOMMYECKUX XapakTepucTnk, 0cobeHHocTel TeueHns 1 nederHus Hedputa npu IgA-sackynute LUy getein, a Takxe pakTopos,
BAMSIIOWMX HA NporHo3. MALIMEHTbLI U METO/bI. B nccnenoBaHue BkatodeH 31 naumeHT ¢ Mmopdonormiyeckn sepnduumpo-
BaHHbIM HedpuTOoM BeneacTeue IgA-sackynuta LU (18 — manbumkos, 13 — aeBoyek) B Bo3pacTe oT 3 40 17 neT, HaxoAMBLUNXCS
nop HabnoaeHnem B Hedponornieckom otaeneHnn Y3 «2-a getckas ropoackas knmHmyeckas 6onbHuua» PecnybnmkaHcko-
ro LleHTpa aetckon Hedponornm n noYeyHor 3aamecTuTenbHon Tepanum r. MuHcka B nepuog, ¢ 2010 no 2019 r. NpoaHannau-
POBaHbI: KIIMHUYECKNI BapUaHT NOpaxeHUs Noyek, 1abopaTtopHble napaMeTpbl (BKoYasi UCCneaoBaHne MOJIEKY akTUBaLLMMK
numdoumtoB BAFF, RANTES, nposocnanutensHbix IL1B, caspasel, TNFa, daktopos pocta VEGF, TGF), CyTO4HbI MOHUTO-
PUVHT 1 pa3oBble OPUCHbBIE NBMEPEHNS apTePUabHOro AaBneHus, pedynstatel IXO-kapanorpadun ¢ pacieToM NHAEKCOB,
Y3W COHHbIX apTepUii C OLLEHKOW TOJLLMHbBI KOMMIEKCA MHTUMa—-Meana, MoOp@OIorMyeckne N3MeHeHNs B MOYEYHOM TKaHW, a
Takxe cxembl neveHuns. PE3YJIbTAThI.MokasaHo yqactue deGal-IgA1, mapkepoB aktusaumm T- n B-numdbouunTos, npoBocna-
NINTENbHBIX N NPOPUOPOTUHECKNX MONEKYN B pa3BuTum 6onesdHun. Al 3apeructpmpoBana 'y 42 % netei, npuaHakm kapamope-
MOOENNPOBAHMS NO pe3yfibTaTaM pacyETHbIX MHAEKCOoB Y 19,3 %. CHMUXEHME YyPOBHSA aANNOHEKTUHA, BUTaMmmHa D, nentuHa,
noBblLleHne obecTtatuHa, Pro-BNP, hs-CRP, nokazatenst TSAT No3BONsieT OTHECTU NALMEHTOB ¢ HedPUTOM BereacTane IgA-
BackynuTa LU B rpynny ymMepeHHOro pucka pasBuTunst KapamoBacKysipHbIX HApPyLLEHWI, 4TO npeanonaraeT Heob6xoANMMOCTb
cBoeBpeMeHHon koppekunn. SAKJTKOHYEHWE. B 6onblunHcTBE cnydaes HebpuTt npu IgA-Backynute LU xapakTepunsosasncs
[000pPOKAYECTBEHHBIM TEYEHMEM, PEOKMMUN peunanBamMim, NporpeccupoBanmne 40 TEPMUHANIBHOW CTaAMM XPOHUYEeCKon 60-
JNIe3HK NoYeK oTMeYasnochk B 6,5 %.

Kniouessbie cnoBa: IgA-sackynut LLieHnenna-leHoxa, HebpuT, oetn

A.V. Sukalo, 1. A. Kazyra

CHARACTERISTICS OF THE COURSE OF NEPHRITIS ASSOCIATED WITH
IGA-VASCULITIS HENOCH-SCHOENLEIN IN CHILDREN

1st Department of Pediatrics, Belarussian State Medical University, Minsk, Belarus

ABSTRACT

INTRODUCTION.Among systemic vasopathies in children, IgA vasculitis Henoch Schoenlein (HS) is the most common, ac-
cording to various authors, kidney damage is noted in 25-80 % and usually determines the prognosis of the disease. THE AIM
of the study was to analyze clinical, laboratory, immunological, morphological characteristics, features of the course and treat-
ment of nephritis associated with IgA vasculitis HS in children, as well as factors affecting the prognosis. PATIENTS AND METH-
ODS. The study included 31 patients with morphologically verified nephritis due to IgA vasculitis HS (18 — boys, 13 — girls) aged
3 to 17 years, who were monitored at the Nephrology Department of the "2nd Children's City Clinical Hospital" of the National
Center for Pediatric Nephrology and Renal Replacement therapy in Minsk from 2010 to 2019 yrs.The following parameters
were analyzed: the clinical variant of kidney damage, laboratory tests (including the study of BAFF, RANTES lymphocyte acti-
vation molecules, pro-inflammatory IL1p, caspase1, TNFa, growth factors VEGF, TGF), 24 hours monitoring and office blood
pressure measurements, ECHO cardiography with indicescalculation, ultrasound of the carotid arteries with the thickness of
intima-media complex, morphological changes in the renal tissue, as well as treatment regimens. RESULTS. The contribution
of deGal-IgA1, markers of T and B lymphocytes activation, pro-inflammatory and profibrotic molecules in the development
of the disease is shown. Arterial hypertension was registered in 42 % of children, signs of heart remodeling according to the
calculated indices in 19,3 %. Decrease level of adiponectin, vitamin D, leptin, increase concentration of obestatin, Pro-BNP, hs-

*Koszeipo U.A. 220116, Benapycs, . MuHck, np. J{3epxkunckoro, a. 83. _

Benopycckuii rocyapcTBeHHbINH MEAMIIMHCKUI yHUBEpCHTET, 1-1 Kadenpa *[.A. Kazyra. 220116, Belarus, Minsk, av. Dzerzhynskogo 83. Belarussian
nmerckux Gomesneit. Tem.: +375(17)369-57-61, E-mail: kozyroia@mail. State Medical University, 1st Department of Pediatrics. Phone: +375(17)369-
ru.ORCID: 0000-0001-8915-445 57-61, E-mail: kozyroia@mail.ru.ORCID: 0000-0001-8915-445

64



ISSN 1561-6274. Hedponorus. 2020. Tom 24. Ne3

ISSN 1561-6274. Nephrology. 2020. Vol. 24. Ne3

CRP, and TSAT indicator classify patients with nephritis due to IgA vasculitis HS at moderate risk for the developmentof cardio-
vascular disorders, which suggests the need for timely correction. CONCLUSION. In most cases, nephritis with IgA vasculitis
HS has a benign course with rare relapses and progression to the end stage of chronic kidney disease (6,5 %).

Keyworlds: IgA-vasculitis Henoch Schoenlein, nephritis, children
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BBEAEHUE

ITypnypa Ilenineitna-I'eHoxa OTHOCUTCA K CH-
CTEMHBIM BacKyauTaMm, cormacHo Chapel Hill Consen-
sus Conference 2012 roma k pyopuke IgA-BackyauT
[llenneiina-I'enoxa (paHee TeMOpparudeCKUi Ba-
CKYJINT) M XapaKTepU3yeTcs HMMYHOKOMITJIEKCHBIM
BOCIAJICHHEM COCYJIOB MEIJIKOTO KaJnOpa ¢ JIeNOo3H-
nueld mMMmyHOrIoOynmuHoB A [1]. na mocTaHOBKH
nuaraosa ucnois3yioT EULAR/PRINTO/PRES HSP
kputepuu (2008), Tae KOXKHAS IMypIypa CUATACTCS
00s13aTeNbHOM TUTIOC HAJTNYKe, KaK MUHIMYM, OJTHOTO
13 HIKETPUBEIACHHBIX: 1) abmoMuHanmbHass 00Ib; 2)
TUCTOIATOJIOTUS — JICHKOLIMTOKIACTUYECKUN BacKy-
JUT ¢ neno3utamu IgA; 3) apTput uinm apTpanrus; 4)
ropakeHue mouek [2]. XapakrepusyeTcs J0CTaTOIHO
ONarompuATHBIM MIPOTHO30M y J€TeH, OHAKO B pell-
KHX CITydasx MOJKET POTPECCUPOBATH /10 TEPMUHAIb-
HOM cramuu XpoHWYeckond Oomneznu mouek (XBII).
[Topaxenne mouek ormeyaercs y 20—-60 %, pa3BuBa-
eTCsl B TeUEHHE HECKOJIbKUX JHEH WM HEAeNb Mociie
KIMHAYeCcKor Manudecranmun IgA-Backynura LT
1 OOBIYHO OMpEIesIeT MPOTHO3 3a0oaeBaHus [3—6].
B nurteparype Ha CEeroHAIHUN JI€Hb HEJOCTATOYHO
JAHHBIX O MPETUKTOpax (GOPMHUPOBAHUS U MPOTHO3H-
poBanus TeueHus IgA-sackynuta LI ¢ mopakenneM
mouek y aereit [7-10].

Llenpro HACTOAIIETO UCCIIEIOBAHMS IBUJICS aHAJIH3
KIIMHUYECKUX, J1a00paTOPHBIX, UMMYHOIOTUYECKHUX,
MOP(OTOTUIECKUX XaPAKTEPUCTHK, OCOOECHHOCTEH
TeUCHUS U JieueHns Hedputa mpu IgA-Backymure LT
y nereii, a Takxke (PakTOpOB, BIUSIONINX HA TPOTHO3.

NAUUMEHTbBI U METOAbI

B nccnenoBanue BrirtodeH 3 1 manueHt ¢ Mopgoiio-
TUYeCKH BepUPHUITIPOBAHHBIM HE(PPUTOM BCIICACTBHE
IgA-Backymura LI (18 — manbankoB, 13 — geBodek)
B Bo3pacte oT 3 mo 17 jeT, HaXOMUBIIHMXCS IO Ha-
OroIeHIEM B HE(POTIOTHICCKOM OTACIICHUN Y3 «2-5
JeTCKasi TOPOJCKas KIMHIYecKas OompHUIa» Pecrry-
onmukanckoro LlenTpa geTckoit HepoIOTHH U TTOUEU-
HOM 3aMeCTUTEIbHON Tepanuu I. MUHCKa B TIEPUOJT
¢ 2010 mo 2019 1. Kputepuu BKIIOUCHUS: KIMHAYE-
CKHe MIPOSBIICHNS BACKYJIUTA CO CTOPOHBI KOXKH H/FITH

CyCTaBOB, TaCTPOMHTECTUHAIBHOTO TPaKTa, OUOTICHS
o0pasia TOYeYHON TKaHW C TUCTOJIOTHYECKUM OIIH-
canueMm contacHo ISKDC u MEST+C knaccuduka-
muu [11]. AnutensHOCTh HAOMIOACHNS COCTAaBMIIA OT
6 mec 0 10 net. [Ipoananu3upoBaHbl: KIMHAYECKAN
BapHaHT MMOPaXEHUS TOYEK, ONOXMMHYECKHE TaHHBIS
KpoBH (001muii Oenok, ams0yMHUH, MOUYEBHHA, KpeaTH-
HUH, MOY€Basg KHUCIIOTA, XOJIECTEPHH, JHUIHI0TPAM-
Ma), pacueTHasi CKOPOCTh KIIyOOUKOBOH (hMiIbTpanun
(pCK®) mo dopmyne IlBapria, xapakTep MOUYEBOTO
cuHapoMa (remarypusi, TPOTEUHYpHs), CyTOYHAs
9KCKperust Oerka ¢ MO4YOW, CYyTOYHBI MOHHUTOPHHT
(CMAJl) u pa3zoBbie opuCHBIE U3MEPEHUSI apTepH-
aJBHOTO JIaBJICHHUSA, pe3yabrarsl DXO-kapauorpadun
C pacdeTroM Macchl MHOKap/a, WHAEKCa MacChl MHO-
Kapma neBoro xenynouka (MMMIDK) u oTHOCHTETB-
HOW TONIIUHBI CTeHKH JieBoro xemynouka (OTCIDK),
VY3U1 COHHBIX apTepuii C OICHKOW TOJIIMHBI KOM-
wiekca uHTHMa-Menua (KMM), mopdonoruyeckue
M3MEHEHHs B MOYEYHOW TKaHM, a TaK)KE CXEMBI Jie-
yennst. KiimHu4eckuil mporHo3 rpagnpoBaH Kak: A —
HOpPMAaJIbHBIE KJIMHUKO-JTa00paTOpHBIE TTOKa3aTelu;
B — muaMMansHBIN MoueBoil cuHIpoMm; C — aKTHB-
HBIA TIOYEeYHBIH Tporecc (apTepraibHas THUIEePTEeH-
sus (AD), nporeunypusi HeYPOTHIECKOTO YPOBHS
WA TIEPCUCTHPYIONIAs, TOBBIIICHUE KpeaTHHUHA ChI-
BOpPOTKH KpoBH); | — repmunansHas XbII [12, 13].
Meronom ummyHodepmentHoro aHanuza (MDA)
C WCIIONB30BAaHMEM TECT-CHCTEM TPOW3BOTUTEIEH
Invitrogen (Actpus), DRG (I'epmanusi) B CBIBO-
pPOTKE KpOBU OINpeJielicHa KOHICHTpaIus (akTopoB
cocymucroro sHporemmanbHoro VEGF u TkaneBo-
ro pocta TGF1p. IIpoBocnanuTenbHbIE MEIUATOPHI
TNFa, IL1B, caspase 1,Momexynbl aktuBarmm T- u
B-mumdormtor BAFF, RANTES B cbiBopoTKe KpoBH
ompeneneHpl ¢ ucnonb3oBanneM MDA TecT-cuctem
R&D Systems Quantikine (CILA), ypoBeHb aau-
noHnekTrHa n ocrteonporerepuda DRG (I'epmanus),
nenrtuHa U obectarunaa Fine Test (Kuraii), Buramuna
D Euroimmun (I'epmanwus). /leramakro3uiampoBaH-
HBI IMMYHOTTOOYIMH Al B CBIBOPOTKE KPOBH, Map-
KEpbl CEpAEYHO-COCYAUCThIX HapylueHuil Pro-BNP,
hs-CRP, transferrin onpenenensl ¢ nomoinsio MDA
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tect-cucteM Fine Test (Kurait). IlocTraHoBky peak-
LU IPOBOJIMIIN B COOTBETCTBUH C MHCTPYKIHSAMH IO
MIPUMEHEHUIO. IPUIIaraéMbIMU ITPOU3BOANUTENEM, YUET
pesynsratoB Ha W®DA-ananmzatope «AND-M/340»
(«BuTtsi3by, Pecrrybnuka benapyce) mpu JiTiHE BOJTHBI
450 am. ['pynmy koHTponst cocTtaBuid 36 yCIOBHO-
3JI0POBBIX JETEH.

CratucTHYeCKUIl aHalIW3 IOJYYEHHBIX JTaHHBIX
OCYILECTBIISUIN C TOMOIIBIO TporpamMmbl «Statistica
10.0». Ilpu HOpManbHOM pacHpencsieHuu MOoKa3a-
TENsl JUIsl BBIIBICHHUS MEXTPYIIIOBBIX pa3iIvuuil HC-
nosip30BaNn t-kputepuil CThIONEHTA, TPU OTIMYHOM
ot HopmanbHoro U-kputepuii Manna—YutHu, Un-
pairedttest. AHamU3 KOPPEISIIMOHHBIX B3aMMOOTHO-
LICHUI OCYIIECTBISUIM C MOMOLIbIO KO3 PHUIKEHTa
koppensauun CrinpmeHa. JIocTOBEpHBIM CUNTANH pas3-
nnuue npu p<0,05.

PE3YJIbTATbI

Menuana Bo3pacta jaebrora IgA-ackynura 11T
cocraBmia 7 net (ot 3 g0 15 mert), Bo3pacTa momnajaa-
HUS B KIMHUKY 8 j1eT (0T 3 10 16). Y Bcex marmeHToB
B /1e010Te OTMEYascs CMEIIAaHHbBIA BapUaHT BAaCKYIHU-
Ta C HAJMYMEM KOXXHOTO, CyCTaBHOI0, a0JOMHMHaJIb-
HOTO M TIOYEYHOTO CHHAPOMOB. Bpems mposeaeHus
Hedpobuonicuu ot Ae0ITa BaCKyIUTa KoJIeOanoch oT
2 o 65 mec (menmana 4). 18 nereit 10 mpoBeneHUS
HeppoOHONICHU  TOIyYald IIFOKOKOPTHKOCTEpOU-
1wl (I'KC). Kak MUHIMYM OZIMH PELUIUB OTMEUaCs
y 4eTBephIX, Ba U Oojee — y JIBOMX, HENPEPBIBHO-
PEeUNANBUPYIOLIMI XapaKTep TEUCHUS — Y CEMH, MU-
HUMAaJbHBIA MOYEBOM CUHAPOM MepcUcTrpoBan y 18.
[okazanusamu 11 npoBeAeHus HepoOHoNCHN OBIIH:
HaJIM4Me y MaueHTa CUMIITOMOKOMITIEKca HehpoTu-
YECKOT0 MJIM COUETaHUs HePPUTHUECKOTo 1 He(hpoTu-
YEeCKOI0 CHHJPOMOB, BEICOKOAKTUBHOTO He(puTa (Ha-
pacraHue KpeaTHHWHA, MOYEBUHBI CBIBOPOTKH KPOBH
B muHamuke, Al, camkenne CK®), nepcuctupytomeit
MIPOTEUHYPUH HE HEPPOTHUUECKOTO YPOBHSI.

Knunuueckue u nabopamopnvie oannvle

CornacHo KITMHUYECKON KI1acCU(PHUKALIUH, CTEIICHD
A B mepuoxn manugecramuu IgA-sackynura LI He
BBISIBJICHA HU y OJHOTO HAaOJII0JaeMoro, y OONbIINH-
CTBa OTMeYaJiach crenenb B (n=23), ctenens C —y 8.
Ha momenT ucronmaenus 18 aet (n=11) wiu mocien-
Hero ocMmoTpa (n=20) crerneHb A TUArHOCTHPOBAaHA
y 4, B—-y 24, C—-y 3, uz C c tpancopmanneii B
I —y nBoux. Y ueThIpex MalUEHTOB Pa3BUIICS CHM-
nToMokoMmIieke Hedporuueckoro cunapoma (HC) c
remMarypueii W aprepuainbHOW TurepreHzued (Al).
AT no pesynsratram CMA/]] 3apeructpuposana y 13
/31 (42 %) nereit, u3 HUX y 5 Tonbko HouHas Al He-
JOCTaTOYHAsl CTENEHb HOYHOTO CHIkeHust AJl (HOH-
JUIIIEPbI) OTMedanach y 4.

W3 11 nmauuenToB, gocturmumx 18-neTHero Bo3pac-
Ta, Y JIBOMX MaJbYMKOB OTMEYEHO MPOTPECCUPOBAHUC
HedpuTa 10 TepmuHanbpHOU ctaauu XbI1, oba (oquH —
YCIELIHO TPAaHCIUIAHTUPOBAH, BTOPOW — Ha reMojua-
JM3€e) TIEPeBEACHBI BO B3POCIYIO HE(POIOrHuecKyro
CITy0y, Y JEBSITH OCTaJbHBIX JeTel (YHKLMS MOYEK
coxpaHHa (cTereHb akTUBHOCTH A —y 3, B —y 6).

JlaGoparopHble JaHHBIC HA MOMEHT IPOBEACHUS
HedpoOuoricnu (Touka 1) n mociemHero amOymaTop-
HOTO BHM3MTA WM PE3yIbTaTOB MPH TOCIHUTANIN3ALUH
B He(ppOJIOTHYECKOE OTAeNIeHHE (TOUKa 2) TpeIcTaB-
JieHsl B Ta0. 1.

Ha momeHT ycTaHOBJEGHHUSI AMAarHo3a CHHKCHUS
pCK® menee 90 mu/mun/1,73 M? He OTMEYAIOCh HU Y
OIHOTO MAaIMEHTa, NOBBIILICHNE YPOBHS KpeaTHHUHA
HaOII0AAIIOCh Y TPOUX MAJIBIMKOB. B Teuenue nepuo-
Ja HaOMIONCHNS MPOU30LUIO 3HAYMMOE MOBBIIICHUE
roka3areneii kpearnauna (p=0,001) 1 MoueBO KHUC-
notel (p=0,002), a Takke CHM)KEHUE CYTOYHOH IKC-
kpenuu Oenka ¢ Moot (p=0,001) u pCKD (p=0,02).

Ha MomeHT nocneanero oocne1oBanus CHUKCHUE
pCK® menee 60 mui/MuH, ypoBeHb KpeaTHHUHA U MO-
YEBHHBI CBBIIIE BO3PACTHOW HOPMBI OTMEYAJIHMCh y
JIByX MalUEHTOB, AocTUrnX TepmuHanbHoi XbII u

Tabnuua 1/ Table 1

JlaGopaTopHblie gaHHble geTtei ¢ Hedputom BcnepctTeme IgA-eackynuta LM Ha MOMeHT
npoeegeHusa Heppooduoncum u nocsegHero oécnenoBaHus

Laboratory data of children with nephritis due to IgA vasculitis HS at the time of kidneys biopsy
and of the last examination

Mokasatenu, EL, Touka 1, M+m Touyka 2, M+m p
06wt 6enok, r/n 63,83 £1,24 68,96 +1,3 0,49
AnbOYMUH, /N 38,7+0,87 41,88 £0,81 0,28
KpeaTnHWH, MKMONb/N 57,5+ 3,08 123,8 £40,2 0,001
MouyeBuHa, MMOsb/N 46+0,2 58+1,2 0,32
MoueBas kncnota, MKMOJb/n 254,9+10,89 270,5+ 19,29 0,002
XonecTepuH, MMonb/n 5,8+0,38 4,4+0,28 0,05
pCK®, mn/Mun/1,73 m? 116,8 £ 3,5 106,1£5,5 0,02
CyTo4Has npoTenHypus 0,89+0,18 0,58+0,33 0,001
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MOTYYaBLIMX 3aMECTHTEJIBHYIO TTOYCUHYIO TEPAIHIO
(3IIT).

Moponoeuueckue usmenenus: MEST+Cun ISKDC

M1 (me3aHruanbHas THIEPKIECTOUYHOCTL Oolee
0,5) ormeuanack y Bcex manueHToB; E1 (snmokammi-
JISipHAasl TUIIEPKJICTOYHOCTh) HE BBISIBIICHA HU Y OJHO-
ro pedenka; S1 (cermeHTapHsblii ckiepo3) —y 18; T1
(TyOynsipHas aTpodus 1 UHTEPCTUITHATBHBINA (HUOPO3
B 25-50%) —y 7; C1 (nonymynust MmeHee yem B 25 %
KIIyOOUKOB) BBISIBIICHBI y 8 AeTeil. CliefyeT OTMETUTD,
YTO Y OJHOT0 peOeHKa PH MPOBEACHUH SIEKTPOHHOI
MUKpockonuy (OM) BBISIBICHO 04aroBo€ yTOJIICHUE
6azanbHbIX MeMOpaH 110 8001300 HM ¢ ITMHEHHBIMU
npocBeTiieHusaMu u orcytereue UI'X sxcnpeccun o3
cyObequHUIB! KoutareHa 1V tuna (KIMHUYECKH re-
MaTypHsl ¢ IPOTEMHYpUeH He He(hPOTUIECKOTO YPOB-
HSl, KaTapakTa 000MX IJ1a3), YTO HE MO3BOJISIET UCKITIO-
YUTh HalTMuue (POHOBOW HACIEICTBEHHON MaTOJIOTUH
(cuHIpOM ANBTIOPTA).

Haubonee yacToii HaX0AKOM MMMYHOTHCTOJIOTUH
OBUTIO TIPUCYTCTBHE NeNO3uTOB IgA (n=25),mpuuem
n301MpoBaHHas skcrpeccus IgA ormeuena B 11 ciy-
yasx. KomOunarus [gA+IgM nokazana y 12, komOu-
Haius [gA+1gGy6 u Taxke y 6 BBIIBIEHO CBEUEHHE
BCEX TpeX KJIaccoB MMMyHOrnoOynuHoB. KomOuHna-
mus IgA ¢ C3-KOMIIOHEHTOM KOMILIEMEHTA OTMEYEHa
y 8. OkcrpakanwmsipHast npoaudepanus (3I1) y 5 uz
8 accounnpoBanach ¢ geno3uramMu C3-KoMIuIeMeHTa
B koMOMHanuu ¢ IgA. CBeueHHs BceX KJIacCOB HM-
MyHoroOyanHoB u C3, Clg-kommieMeHTa He ObUIO
BBISIBJICHO HU Y OIHOTO peOeHKa. Y TpeX MalueHTOB
UI'X-uccnenopanue He MPOBOAUIOCH.

VY oxnoro pebeHka HehpoOHOIICHS ObLIA BBIMOJ-
HEeHa JIBaX/bl — B Bo3pacTe 9 u 12 yieT no npuunHe
HETPEPHIBHO-PELUANBUPYIOIIETO XapaKTepa TeUCHHsI
HedpuTa ¢ yXyIIeHUeM ITOYeYHbIX (QYHKIUH, HECMO-
Tps. Ha NPOBOAMMYIO UMMYyHOcympeccuBHyto (MC)
tepanuio. [1pu nepBoii 6Guoncuu BeisiBIEH Kinacc [Vb
(MIEOS1TO+ C1, mpu UT'X —IgA3+, [gM2+, [gG3+,
C3-kommnement 2+, Clq 0), npu MOBTOPHOI MpoO-
neMoHcTpupoBan perpecc OII, MeMOpaHO3HBIX W3-
MeHEHUH, (PUOPHMHOMIHOTO HEKPO3a, NCUC3HOBEHHUE
skcnpeccnn IgA n M, C3-koMIuleMeHTa, CHHKEHHE
IgG1+, M1EOSITI1+ CO, yTOo MOXHO CBSI3aTh C IPO-
Bonumoi MC, a Takke CKIepOTHYECKUE U3MEHEHUs
B Kiryboukax u crpome. K 17 rogam y manpumka pas-
Buiiack TepmuHanbHas XbI1.

Cormacuo ISKDC knaccudukanuu, xmnace [ (mu-
HUMaJIbHbIC N3MEHEHUS KJIyOOUKOB) HE BBISBIICH HU
y oxgHoro pebenka, kinacc Il (uncras mezaHrnanpHast
npomudepanyst 6e3 momynynuit) — y 17, kmace Illa
(pokanbHast cerMeHTapHas Me3aHTHajbHAs MPOJIH-
¢epanus ¢ nonynyHusaMu MeHee 4yeM B 50 % xiy0ou-

koB) — y 10, xmacc 116 (muddy3Has me3aHrnanbHas
nponudepanns ¢ NonyIyHUssMA MeHee yeM B 50 %
KITyOOYKOB) HE BBISBIICH HU Y OJTHOTO peOeHKa, KJ1acc
IV (IVb) (Me3anrnanbHas mpoiaudeparus ¢ moyay-
HusiMu B 50-70% xiyboukoB) — y 1, kinacc V (me-
3aHrHajbHas npoiudepanus ¢ MOMyITyHUAMH Oojee
yeM B 75 % ki1yOoukoB) He Obu1 BbIsiBiIeH. Kitace VI
(TIceBIOMEe3aHTHOKATTMILISAPHBIN HePpUT) —y 1, KOM-
ounanus [[la+VI —y 1, tpancdopmanus kmacca [Vb
(pu nepBoit 6uoricuu) B VI —y 1.

Konyenmpayusa 0ecanakmo3unupoganHo2o ummy-
Hoznobynuna A 6 culeopomie Kposu

Psan nccnenoBareneil B mocieaHue rofsl ONUCHI-
BalOT 00ITHOCTH maTorenesa [gA-unedpomnarun u [gA-
Backynuta LI, npennonaras yuactue abeppaHTHOTO
IgA B pasButum 3aboneBanuii [14]. KoHnenTpamus
deGal-IgA1 B cbIBOPOTKE KPOBH Y JI€TeH C HEPPUTOM
Bcaeactaue IgA-sackynura 1T coctaBuna ot 0,0 1o
87,3 ur/mn [Menuana 4,55, TOBepUTENbHBIN HHTEPBAT
(AN) 0,75-21,05, B cpearem 14,09+4,01], uyto 3Ha4H-
MO IPEBBIMIAIO TTOKA3aTeNN yCIOBHO-3I0POBBIX Jie-
tei (n=35): 0-6,9 ur/mi (Mmennana 1,0, 11 0,4-2,5,
B cpeareM 1,6+0,3), HO ObliIa HIKE ITPH COTIOCTABIIE-
HUM ¢ neThbmu ¢ [gA-Hedponarueii (0,0-220,0, mean-
ana 7,2, I 0,8-34,7, B cpeanem 29,0+6,9), p<0,05.
Hamu He oOHapyKeHO CBS3M MEXAY MOBBILICHUEM
o0miero ceiBopoTouHoro IgA u abeppantHoro IgA y
JeTel ¢ nopaxxeHueM nouek npu IgA-sackynure 11T
[lonmy4yeHHble AaHHBIC TO3BOJISIIOT HPEANIOIOKUTh
Bo3MokHOe yuactue deGal-IgAl B mMmyHomarore-
Hese [gA-Backynura I y nereit.

Konyenmpayus Hexomopuix uMMyHHBIX MOLEKYN 8
CHIBOPOMKE KPOBU

Pesynbrarel onpeneneHnsl KOHIEHTPALMU B CBIBO-
POTKE KpOBH MapkepoB akTuBammu T- m B-mmmdo-
mutoB (RANTES, BAFF), mpoBocnianuTenbHBIX MOJIe-
Ky (caspase 1, TNFa, IL1p), a Takxke MapkepoB 3HI0-
TeMAIBHON JUCYHKIMHU (COCYAUCTOTO SHIOTEINAIb-
Horo VEGF u tkaneBoro tpancgopmupyromero dax-
Topa pocta TGF1f) y nereit ¢ HedpuTOM BCIIEACTBUE
IgA-Backymura III" 1 3MOpOBBIX IPHUBENICHEI B TAOM. 2.

KoHneHTpauusi MapkepoB akTHBauuu T- H
B-mum¢pountoB (RANTES, BAFF), mposocnanu-
TenbHBIX Moiekyn (caspase 1, TNFa, IL1p), a Taxxke
MapKepoB 3HAOTEIMATIBHON TUCHYHKIMU (COCYIU-
croro 3HorennansHoro VEGF u TkaneBoro Tpasc-
¢dopmupytomero ¢axropa pocra TGF1f) y mereii ¢
Hedpurom BenenctBue [gA-ackynura IIT okaza-
Jach 3HAUYUMO BBILIE B CPAaBHEHHM CO 3JOPOBBIMHU,
YTO OTPaKaeT UX BKJAJ B pa3BUTHE 3a00eBaHuUS.

Hccenedosanue omoenvHuix nokazameneil mema-
bonuueckoeo cmamyca y oemell ¢ Hehpumom 6cieo-
cmesue IgA-eackynuma LT
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Bcnencteue IgA-sackynuta LUM

Tabnuua 2 / Table 2
Pe3yanaTb| nccecinegoaHna MUMMYHHbBIX MOJiekyn 'y AETeﬁ C Hed)pMTOM

The results of the study of immune molecules in children with nephritis due to IgA vasculitis HS

KoHueHTpaumsa B CbIBO- | [pynnbl Ounana3oH konebaHus | M+m MepuaHna |25-75 % OU P

poTke Kposw, Ef, obcnenyembix KOHLeHTpaumm

RANTES, Hr/mn IgA-Backynut 138-1800 717,6 £ 80,4 530 488-1100 0001
310poBbIe 125-510 411,7+18,4 460 365-480 ’

BAFF, nr/mn IgA-Backynut 240-1561 631,9+70,6 442 390-890 0001
310poBbIe 62,5-300 174,4+10,9 150 125-250 ’

Caspase 1, nr/mn IgA-Backynut 18,1-693 261,6 £ 30,2 225 137,5-372,5 0.001
300poBbIe 12,5-100 52,57 = 3,96 50 45-70 ’

TNFa, Hr/Mn IgA-Backynut 138-1800 29,583+5,24 530 489-1100 0.0001
300poBble 125-510 37,89 2,03 460 365-480

IL-1B, Hr/Mn IgA-Backynut 3,8-96,6 25,22 + 3,22 21,5 15,6-31,2 0.001
300poBbIE 3,9-31,2 12,84+1,18 13,8 7,3-16,3 ’

VEGF, nr/mn IgA-Backynut 138-1800 594,2 + 64,6 530 488-1100 0.001
300poBbIE 125-510 147,2+10,8 460 365-480 ’

TGFB, nr/mn IgA-Backynut 80-930 313,1+45,3 196,3 133,1-485 0001
300poBbIe 31,2-180 130,9+4,98 140 120-150 ’

Tabnuua 3 / Table 3

PesynbraThl UCCNepoBaHusa OTAENbHbIX MOKa3aTene meTabonn4yeckoro cratyca y aetei
c HedpuTom BeneacrTeue IgA-eackynura LU

The results of the study of individual indicators of metabolic status in children with

nephritis due to IgA vasculitisHS

ll((gg;f’HEEaumq B CbIBOPOTKE LSZI"\IAF:)I( obcne- f.:j_:l::::aﬁcl)ﬂn;mmq M<m Meaviana | 25-75 % U b
ALVNOHEKTUH, HI /MA IgA-BackynuT 9,3-80,2 32,73 + 3,23 30,2 17,3-46,2 0.0001
3p0poBbIie 17,6-601 142,9 + 26,7 93,98 39,02-217,3 ’
NenTuH, Nr/mn IgA-BackynuT 272-2227 1275+ 88,7 1250 942,5-1631 003
3p0poBble 51,5-2360 1297 +£140,4 1314 805,9-1933 '
Ob6ecTaTtuH, Nr/mn IgA-Backynut | 125-293,5 247,0+6,48 252,7 224,5-269,6 0.0001
3p0poBble 14,6-294,3 121,1+18,4 69,31 47,9-257,5 ’
OcTeonpoTerepuH, Hr/mn IgA-Backynut | 1-250,1 16,66 + 8,87 2,2 1,6-4,5 05
300poBbIe 1,4-3,2 1,820+ 0,35 1,5 1,4-2,4 ’
Butamun D, 25(0OH)D, Hr/mn | IgA-Backynut | 2,3-23,4 9,645+ 1,01 7,7 5,6-14,6 0001
3p0poBbie 5,03-53,9 24,10+ 2,57 20,85 12,2-32 ’

Pesynbrarel MccnenoBaHMs OTIENBHBIX ITOKa3a-
Teneil MeTabomu4ecKoro craryca (aJuNOHEKTHHA,
JIeNTHHA, 00eCcTaTHHA, OCETONPOTErepruHa, BUTAMIHA
D 25(OH)D) B cbIBOpOTKE KPOBH JIETeH ¢ HEPPUTOM
BerenctBue [gA-Backymura LI 11 ycrioBHO-310pOBBIX
(n=30) npexncrasieHsl B Ta0. 3.

3HaYMMOe CHI)KEHUE YPOBHS aIUTTIOHEKTHUHA, JIETI-
THHA, BUTaMHHa D oTMedeHo y manueHToB ¢ HedpH-
toM Benenactsue IgA-Backynmura 1IN mo cpaBHeHUIO
CO 3/I0pPOBBIMH, B TO BpeMs Kak ypOBeHb 0OecTaTuHa
OBLI TIOBBIIICH.

Pesynbrarel  MCCIICNOBaHMA MapKepOB CEpPIEYHO-
COCYAMCTBIX HApYIIEHNH (HaTpUiTypeTHIECKOro enTH1a
Pro-BNP, BricokouyBcTBUTETBHOTO C-peakTHBHOTO Oe-
Ka (hs-CRP), tpancdeppuna (Transferrin)) B celBOpoTKe
KpOBH JIeTeil ¢ HepHuToM BeiencTBre [gA-packynmmra
LI u 3mopoBbIx (n=20) mpencrapieHs B Ta0. 4.
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O6napyxenbl 6ojee Bbicokne ypoBHH Pro-BNP,
hs-CRP npu IgA-Backynure III" B cpaBHeHHMH cO
3nopoBbiMU. [TokazaTens TSAT (CoOTHOIIIEHUS CHIBO-
POTOYHOTO >Kele3a K TpaHC(heppuHy, MpeiaracMbli
pAIOM HccienoBareieil B KauecTBE HE3aBHCHMOTO
MIPEIUKTOPa KapAHOBACKYJIAPHBIX HAPYLICHUH) TpU
IgA-Backynure LI Takke nmpeBpIiIan TAKOBOU Y 3710-
poBeIX (0T 9,5 mo 95,7 mpotus 9-75, meauana 42,05
npotus 13,3), p=0,005.

IIpu3Haku CTPyKTypHOH NEPECTPONKH MHOKapAa
1o pesyiaprataM pacdy€THbIX uHaekcoB UMMIDK u
OTCJIX BbIsiBICHBI Y 6 4eNIOBEK: TUMIEPTPOPHS MHO-
Kap/la KOHIIEHTpHUYecKas — y 3, peMoneInpOBaHUE
KOHLIeHTpHu4eckoe —y 1, macca Muokapaa (MM) cBbI-
e 90-95 nentuneit —y 2, B To Bpems kak mo Y3U
pe3yiabpraTaM TOJBKO Y OHOTO MajbuHKa OOHapyKe-
Ha TUNEPTPOPUS MENKIKETYINOYKOBOH MEPErOpOIKH
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Tabnuua 4 / Table 4

Pe3ynbraTbl UCCNIe[0BaHUA MapKepPOoOB cepaeyYyHO-COCYANCTbIX HapyLUeHUi
y Aeten ¢ Hedpputom BeneactTeume IgA-sackynurta LU u 300poBbIX

The results of the study of markers of cardiovascular disorders in children with nephritis
due to IgA vasculitis HS

KoHueHTpauus B cbiBOpoT- | Fpynnbl o6cne- | nanasoH konebaHus | M+m Mepgnana |25-75 % OU p

Ke kposu, En, nyembix KOHLLEHTpaLmn

Pro-BNP, nr/mn IgA-BackynuT 26,6-429,5 87,36 + 14,3 71,4 35-98 0001
3n0poBble 1,4-119 38,20 £ 6,04 29,4 23,4-41,75 ’

hs-CRP, nr/mn IgA-Backynut 2147-3000 2745 = 37,1 2796 2684-2882 0003
3n0opoBble 710,7-2951 2230+151,7 2541 2143-2678 ’

Transferrin, nr/mn IgA-BackynuT 10-25 18,77 £0,85 18,8 14,1-23,5 09
3n0poBble 4,9-116,5 19,29 +5,19 15,3 12,2-17,4 ’

(MXKTI). IIpu3Haku KapauOpeMOICIHMPOBAHNS COXpa-
HSUTACH TIPY HCCIICIOBAHWU B TMHAMUKE y OJHOTO U
Pa3BUWIIMCh Yy BTOPOTO MabUUKa (KOHIIEHTPUYECKOE
pEMOIENMPOBAHNE), Y KOTOPBIX OTMEYEHO TPOTPecCcH-
poBanne Hedpura 10 TepmMuHaIbHOW XbII. Y 06omx
narueHToB Y3U Tarxke MoATBEP K IaI0 THITIEPTPOQHIO
MOXKII u 3anneii crenxu JOK. Taxxke npusHaku pemo-
JeTUPOBaHUS 10 PACUETHBIM MHJIEKCAM Y OIHOTO pe-
OcHKa B 1e0roTe Ooe3Hu ¢ npeBbimearneM MM 90-95
LEHTWICH YCWJIWINCh C Pa3BUTUEM AWJIATALIMOHHON
THIEPTPOGUH, Y IPYTOT0 — KOHIIEHTPUIECKOE PeMO/Ie-
JIMPOBaHUE CMEHWJIOCH yBennueHueM MM cBbiiie 95
LIEHTUJIEH, Y TPOUX — UHJIEKChl HOpMaJin30Bajauch. He-
00XOIMMO OTMETHTH, 4TO Y Bcex Y3V -kapTiHa Obla B
HopMme. Pacaer MM, naaexcoB UMMJDK n OTCJDK
SIBIISIETCS PAaHHUM TIPEIUKTOPOM HavalbHBIX MpPU3HA-
KOB PEMOJICIIMPOBAHUS MUOKap/a B cpaBHeHUU ¢ Y31
cepaua.yY nereit ¢ IgA-packynmutom HII' Tommuna
KWM cnpaga B cpenneM coctaBuia 0,42+0,02, y 310-
poBbIx (n=37) — 0,4+0,02 (p=0,6), cea 0,39+0,03, y
3n0poBeIx — 0,4+0,02 (p=0,8).

Jleuenue

20 manueHTaM OBLT Ha3HAYECH IPEIHHU30JI0H B
no3e 1-2 mr/kr nepopansHo, mynbe-Tepanusi ' KC ne
npoBoauiiach. J[Ba MajpuMka MOJy4YUId 6 CEeaHCOB
mynsc-Tepanuu nukiiopochammmom (LID) B moze 0,5
r/mM? 1 pa3 B Mecsiil, onHOMYy 3 HuX a0 [[® HasHa-
qasics modernia mukodernonar (MMD), npyromy —
nukitocriopuH (L[C) B komOnnanuu ¢ I'KC, omnako,
HecMOTps Ha arpeccuBHyto MC, HegpuT nporpeccu-
poBan g0 tepmuHanbHOU ctaguu XbBII. W3 apyrux
[UTOCTaTHYECKHUX areHTOB — 7 MallMeHTOB MOMyYan
HC, 5 — azarnomnpun, 1 — MMO®, 1 — netikepan. Cme-
Ha UUTOCTATUYECKOM Tepamnuu MmpoBelneHa y 4 Malb-
YHKOB T10 TIPUYHHE HENPEPHIBHO-PEIHINBUPYIOIIETO
TeueHus Hedpura: y ogHoro — LIC, 1D, azarnonpus,
y ogHoro MM®, 11®, y ognoro — LIC, azatuomnpus, y
OJTHOTrO — JIeHKepaH, a3aTuonpuH. M3 HUX y JBYyX Je-
Tel Kk 16—17 romam pasBuiiach TepMuHasibHas XbII,
onn Haxoxunuck Ha 311T.

BonpmMHCTBO HAIUX MAMEHTOB (n=26) TOJy-
yanmu tepannio MAIID ¢ aHTHTIpOTEeNHYpUYECKO U
He(POMPOTEKTHBHOMN IIENIFI0 C YUETOM HAJIWYHS He-
He()POTHYECKOTO YPOBHS MPOTEUHYPUHU B COYETAHUN
¢ IepcucTUpyrouieil Mukporemarypueil. Jletu ¢ uzo-
JIUPOBAHHOM reMarypuell HaxOAWIUCh MOJ TUHAMU-
JeCcKUM HabJIIoneHneM Bpada-Hedpoiiora U Meauka-
MEHTOB HE TTOJTy4aJIH.

OBCY>XAEHUE

Cpenn cucTeMHBIX Bazomaruii y jgeredt IgA-
Backymut I oTHOCHTCS K Hamboiee pacmpocTpa-
HEHHBIM, 110 JJAHHBIM Pa3HBIX aBTOPOB, MOpPAKEHHE
nmovex npu HeM otMeuaeTcs B 25-80 % ciryqaes [3-7].
Crnenuduieckux 1a00paTOPHBIX TECTOB IJIS JUATHO-
CTHKHU HET, MOXeT ObITh OTMEUEHO TOBbIIIeHue [gA,
HOPMAJIbHBI KOMIIEMEHT W YpPOBHH aHTHUHYKIIE-
apHBIX W aHTHUTE] K HEUTPODMIHHOW ITUTOILIa3ME.
Koarymorunueckue TecTsl OOBIYHO 0€3 OTKIOHCHHH,
YUCJIO TPOMOOITUTOB MOXKET OBITh B HOPME HIIH TIO-
BBIIIATHCSI, MOYKET OTMEUaTbCs akTUBAIUS (PHOPUHO-
JU3a TIPH JIETKUX opMax OO0JE3HU M €Tro IeTPecCus
npu TsoKeNbIX.[lomydeHHbIe psiioM aBTOPOB M COO-
CTBEHHBIE Pe3yJbTaThl TO3BOJSIOT PEKOMEHIOBATH
ucnoip3oBath KoHIeHTparuio deGal-IgAl, mapke-
poB aktuBanmu JImMpornutoB RANTES, BAFF, mipo-
BOCITAJTUTENIBHBIX MoJiekyn (caspase 1, TNFa, IL1p),
a TaKKe MapKepOB DJHIOTENHAIHHOW TUCHYHKINN
(VEGF u TGF1pB) B cBIBOpOTKE KPOBH y ACTEH C He-
(hpurom Benencreue IgA-Backymura I B kauecTBe
JIOTIOJTHUTENTHHBIX KPUTEPUEB THATHOCTUKN aKTHBHO-
CTH OOJIE3HHU.

Tucronoruueckoe uccneroBaHUE MOYEUHOMN TKa-
HU TIOKAa3aHO ISl OTPENeNIeHUs CTEeTeHH TSHKEeCTH
MOpa)kKeHUsI ¥ TPOTHO3MPOBAHUS TEUEHHUsS 3a00ieBa-
Hus y nereil. IMEHHO BOBJIEUEHHE OYEK OIpenes-
€T JI0JIFOCPOYHBIN mporHo3 npu IgA-Backynute LT,
TaK KaK HanOoJiee THKEIBIM OCIOKHEHUEM SIBIIICTCS
dhopmupoBanue TepmuHaasbHOoM XbII. Kak mpaswuiio,
HapymeHue GyHKImn nodek u Al He xapakTepHBI B
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HayaJsie 3a00J€BaHMsl, OHAKO MOTYT Pa3BHUBAaThCs B
JalbHENIIeM, KOPPEJIUpys ¢ BBIPAKEHHOCTBIO POTe-
WHYpPHUH U BO3PacTOM BO3HUKHOBEHUs 3a00JeBaHUs,
YTO TOATBEPXKIAIOT M TOJyYCHHbIE HAMH JaHHbIC.
OOBIYHO HEPPUT OTPAaHUUUBACTCS OJHUM SIH3010M
¢ penkuMH paHHUMH peuuauBamu (y 25 %) u xopo-
LIMM IIPOTHO30M Y NpeoOnagaronero OonbUIMHCTBA
nerei, mumb y 1% 3aboneBaHue NPOrpeccHpyeT
no tepmuHansHOi XbBII (coOCTBeHHBIE TaHHBIE Je-
MOHCTPUPYIOT Iporpeccuposanue B 6,5 %). OgHaxo
PHCK Pa3BUTHUS BO3BpaTa B TPAHCIUIAHTAT BO3MOXKEH
y TPeTH MAaLMEHTOB, YTO HpeAONpeeisieT MpoBee-
HUE JeTanbHOro mMmyHogoruyeckoro, UI'X u OM
uccieoBaHuil. BakHO OTMETUTB, 4TO MpH Hedpute
HMEET MECTO KaK INIOMEpYIIpHOE, Tak U TyOylouH-
TEPCTULHAIBHOE TIOPAXKCHHUE.

CBOEBpPEMEHHOE BBISIBJICHHE MapKEpPOB OBICTPOTO
MIPOTPECCUPOBAHMS U HEOIATONPUSITHOTO TEUCHHUS 3a-
OoneBaHMs ABJIACTCS KIIFOUEBBIM 3BEHOM B BEIOOPE Me-
TOZA TEPANUH U AalbHEHIIeH TAKTUKN BEJCHUS M-
CHTOB, YTO Ha IIPAKTUKE HEPEAKO IIPEACTABIACT 3HAUH-
TenbHble TpyaHocTH [15, 16]. Bo3pact crapiue 6 Jer,
MypIypa Ha JIMLE U BEPXHUX KOHEUHOCTAX, TaCTPOHH-
TECTUHAJIbHBIC KPOBOTEUCHUSI, CHI)KCHHE aJlbOyMUHA
1 (pubpHuHOTrEeHa CHIBOPOTKH KPOBH, TOBBIILICHUE Kpea-
THUHUHA CBIBOPOTKH KpoBH, AL, mporpeccupoBanue Mo-
YEeBOr0 CHMHAPOMA B BUJIC TeMATypUH U NPOTCHHYPUH
HE(QPOTUYECKOrO YPOBHS, 10 MHEHHIO OOJIBIIMHCTBA
aBTOPOB, CUNTAIOTCS (PAKTOpaMU PHUCKA IIOYEHHOTO T10-
Bpexxaenus mpu [gA-ackymure LT Tsoxensiit Hedpur
siBrsieTcst (hakTopoM pucka it popmupoBanust XbI1
ocobenHo y nauuenToB ¢ HC Hepenko yxe B JETCKOM
Bo3pacte. CoriacHO pesyabTaTaM MeTa-aHajlu3a, Ipo-
BeznerHoro D. Shi et al., Oonee crapmmii Bo3pact Ha
MOMEHT ze01oTa BacKyiuTa, cHmxenne pCK®, manu-
(ecTanus ¢ HePPOTUIECKOTO WK codeTaHust HepH-
THYECKOTO M HE(PPOTHUYECKOTO CHHAPOMOB, a TaKKe
HaJIM4YHUe «IOITYJIYHUID C OLICHKOM M3MEHEHUH, Xapak-
tepHbIX A7 knacca I, IV o ISKDC-acconumpytores
C MPOrpecCUpOBaHUEM He(pHUTA U HEOIArONpPHATHBIM
JONIrocpodHbIM nporHo3oM [16]. CoOcTBeHHblE Ha-
OJIONICHNST TALMEHTOB C MPOrPECCHPYIOLIMM 10 Tep-
muHanbHOM XbII HegpuTOM MEeMOHCTPUPYIOT IE0I0T B
Bo3pacte 8 u 9 ner, kiaccel llla, IVb+VI, spkyro UT'X
2-3+ cBeueHus KiaccoB Ig M KOMIIEMEHTa, HalIU4ue
OIl B omHOM ciydae, HeMpepbIBHO-PELUIUBUPYIOIINI
XapakTep TeueHust Hepputa, pa3BUTHE B TUHAMUKE pe-
3ucTeHTHOro Kk nposoauMoit MIC-teparmmn HC c rema-
Typuei u Al

Jleuenne mamuenTa ¢ HepuTOoM BeieacTBre [gA-
Backynuta L™ TpeOyer nnanBuayansHoct. CoBpe-
MEHHBIC B3IVl HA POJIb THIICPKOATYJSILMN B pa3-
BUTHM OOJIE3HM M3MEHMJIM IIpECcTaBIeHue 00 00s3a-

70

tensHOCTH 'KC B Tepanun. OnpaBnaHo Ha3HAYeHHE
NPEAHM30JI0HA B 103¢ 2 MI/KI/CYT B Ha4daJbHbIH Ie-
pHoI pu OypHOM TEUEHUH MPOLECCca, UMEHHO B TOT
nepuoa, Korna HanOosee 3HAYMMbl UMMYHOIATONO-
rudeckue casurd [3, 4]. Cormacuo KDIGO 2012 r.,
I'KC He pekoMeHAyIOTCS ¢ IENbI0 NPeayIpexaeHU
pa3BuTHs HeppUTa y MAUEHTOB C BacKynuToMm [17,
18]. Iloka3aHO AMMTENbHOE HA3HAYCHHE aHTHArpe-
rantoB. LlenecooOpasHo MCHONb30BaHUE MHTHOUTO-
poB AII® (MAII®D) nnu GIOKATOPOB PELENTOPOB K
AT (BPA) (ocobeHHO marpieHTaM ¢ TPOTEHHYpHUEH )
qutensHo. KDIGO 2012 r takke pekoMEHAyeT
IpU NEepCUCTUPYIOLIEeH mpoTenHypun Oonee 1 r/cyt
nocne nonbITku JeueHus MAII® unu BPA nHaszna-
yate 'KC B Teuenue 6 mec, a 1uis gedeHus: Hepputa
¢ OII — 'KC+IC [17, 18]. 84 % Hamwmx nauueHTOB
nonydanu tepanuio UAIID ¢ aHTUNpOTEMHYpUYE-
CKOH M PEHONPOTEKTUBHOMN LIEIbIO C YyYETOM HATHYHS
NPOTEHHYPUHU HE HE(POTHUECKOTO YPOBHS, UTO MOJ-
TBEPXKIACT pE3yJbTaThl HAOMIOAEHUH OOJIBIIMHCTBA
uccle10BaTeNeH.

JLJ1st HalMX MaueHTOB TAKKe TOATBEP K ACHA IPO-
THOCTHYECKAsl LICHHOCTh CJIEAYIOMNX KIMHUYECKUX
napamMeTpoB: HAJINYHME BBICOKOAKTUBHOIO He(pu-
ta — HC B coueranuu c remarypueit u Al, mporpec-
cupylouiee yxyaueHue (pyHKInu noyex (HapactaHue
KpeaTHHHHA, MOYEBUHBI CHIBOPOTKH KPOBU B JAWHA-
Mmuke, cHmkeHne CK®, HecMOTpsl Ha MPOBOAUMYIO
UC-tepanuio), nepcuctupyonas NpoTeHHypuUsl He-
He()POTHYECKOTO YPOBHS C TeHACHIHEH K pocty, Al
Caenyrome MOpQoIornueckre napamMmeTpbl mokasa-
JIM TPOTHOCTHYECKYI0 3HAYMMOCTb: Me3aHTHalbHas
nponudepanrs U CKIEpo3 CErMEHTapHOIO XapakTe-
pa, YTOJNIIEHNE U YIBOCHUE CTEHOK KalMUIsIpoB, (u-
OpMHOMIHBIC U3MEHECHHS KalMJUISIPHBIX METEIb, Me-
3aHrHajbHasl MHTEPNO3ULMs, npoueHT DI, cTeneHsb
IJIOMEPYJIOCKIIEpo3a, TyOyITOMHTEPCTHLINANbHBIE TIO-
BpexaeHus. KiimHnko-1abopaTtopHble MPU3HAKK MIPH
BBICOKOM HH/EKCE AaKTHBHOCTH THCTOJIOTHYECKUX
WU3MEHEHMH BKIIIo4aan yckopeHHyo COD, nepcucTu-
pytomyto Al, nporenHypuio, reMaTypHro.

Pesynbratel pacuétHbix uHaekcoB Y3U cepaua
U COHHBIX apTepuil, 1a00paTOPHBIX TECTOB (CHIKE-
HHUE YPOBHSI aJUNOHEKTHHA, BUTaMHHA D, nentuHa,
noBeIcHue oOectatuHa, Pro-BNP, hs-CRP, moka-
3arenst TSAT) MO3BOJISIOT OTHECTH MAIIMCHTOB C He-
tdpurom Bcnencteue IgA-Backymura LT B rpymmy
YMEPEHHOI'O PHUCKA PAa3BUTHUS KapAHOBACKYJSPHBIX
HapyLICHUI.

3SAKJTIOYEHUE
Kmunnueckn y nereit ¢ Hedputom mpu IgA-
Backynute LII' yame Bcero orMeudaercs pa3BUTHE
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MHUHHMMAJIBHOTO MOYEBOrO CHHApoMa (cremeHb B),
Mopdonornuecku kiacc Il (uncras mezaHruanpHas
nponudeparyst 6e3 noyryHwuit). B merckoM Bo3pac-
TE XapaKTepu3yeTcs 100pOKadeCTBEHHBIM TCUCHHUEM,
penkumu peunansamiu. Ilporpeccuposanue HedpuTa
1o tepMmuHanbHOM cranguu XBII cioyuunocs y aByx
MaJBIuKoB (6,5 %) k 16 1 17 romaM ¢ IITUTETBHOCTHIO
TeueHus: Oone3nu 9 u 8 jer coorsercTBeHHO.Iloka-
3aHO0 Bo3MokHOe yuactue deGal-IgAl, daxropos
aktuBarmu T- 1 B-mumdormroB (RANTES, BAFF),
npoBocnanuTenbHbIX Moekyn (IL1J, TNFa, caspase
1), mapkepoB 3ngoTenuanbHoi nucynkaun (VEGE,
TGEFp) B passurun 3aboneBanusi. Al 3apeructpupo-
BaHa y 42 % neTeil, NpU3HAKH KapJUOPEMOIETUPOBa-
HUS 110 pe3ysibTaTaM pacu€THBIX MHAEKCOB Y 19,3 %.
CHmxeHMe ypOBHS aIUIIOHEKTHHA, BUTaMuHa D, nen-
THHA, MNoBbIMIeHHEe oOecTatuHa, Pro-BNP, hs-CRP,
nokazarenst TSAT mo3BOMSIFOT OTHECTH MAMEHTOB C
He(dputom Benencteue IgA-Backynura LI B rpymmy
YMEPEHHOTO PHCKA Pa3BUTUS KapIUOBaCKYJSPHBIX
HapyLIeHUH, YTO JAUKTYET HEOOXOIUMOCTh CBOEBpE-
MEHHOM KOPPEKLHMH AJISl MPEeAynpeKICHNs Iporpec-
CHPOBaHUsI XPOHUYECKOW OONIC3HU MOYEK.
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