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AHHOTaumS

IIpencraBiieHbl JaHHbIe HAOMIOMEHNS 22 feTell C CUCTEMHBIM
BackymuroM (CB) u mopdomornuecku BepudpuipoBaHHbIM
HedputoM. CieaH aKIeHT Ha 9KCTPapeHaTbHBIX IPOSIB/ICHN-
sax CB B geTckoM Bo3pacTe, MPOBeJeH aHAMN3 KIMHITYEeCKIX,
1a60paTOPHBIX, UMMYHOTOTUYECKUX, TATOMOP(OTOTNIECKUX
M3MeHeHUiT ¥ (PAKTOPOB, BIUSIOLINX Ha TeYeHVe ¥ POTHO3.
VcranoBneHo, uro CB yame MaHu@ecTupyer ¢ 06IMX KOH-
CTUTYIMOHA/IbHBIX CHMIITOMOB, BoBleueHu: JIOP u opranos
3peHILs, XapaKTepU3yeTcs MOMNOPTaHHbIM ¥ TeHepani30BaH-
HBIM IOpaXKeHUeM, y 77% HeTeil acCCOIUMPYETCsA C MOABIe-
HMEM AaHTMHENTPOQPUIbHBIX IMTOIIA3MATUIECKIX AaHTUTET
(AHIIA). Hamnume aututen (AT) k muenonepokcugase (MPO)
OTMeYaeTcs y GOMBIIMHCTBA 00CTIEeNOBAHHBIX C IOPasKeHNeM
KO>XM, CYCTaBOB, Terkux, IIHC u cBsA3aHO ¢ He6GmaronpuATHHIM
T04YeYHbIM IPOrHo3oM. Boeneuenne JIOP u opraHos spenus,
JKKT oaunakoBo 4acTo HaOMI0ZaeTCs KaK y MAaIMEeHTOB,
MO3UTHBHBIX 110 anTHTenaM K MPO, tak u nporenHase 3 (PR3).

KniouyeBble cnoBa
CucreMHbIIl BaCKY/INT, I/ToMepynoHedput, meru.

BeepeHue

Cuctemuslit Backynut (CB) o6beuHsieT rete-
POTeHHYIO TPYIIY 3a60/eBaHMil, OCHOBHBIM MOP-
¢domornyeckM npr3HAKOM KOTOPBIX SIB/ISIETCS BOC-
HaJsieHye COCYAMUCTON CTEHKH, a KIMHUYeCKye IIPo-
SIBJIEHUSI 3aBUCAT OT TUIIA, KaMOpa, T0KaIM3annn
HMOPa)KeHHBIX COCYLOB M aKTMBHOCTY CUCTEMHOTO
BOCIIaJieHNsA. B mepgmarpnyeckoil nmpakTuke galie
BCTpedarTcs MMMyHoKoMIIeKcHbIe CB (IgA Backy-
mmt llenneitn-Tenoxa) n accoruupoBansbie c AHITA
(rpanynemaros Berenepa ¢ nomanrunrom (I'CIT) un
MuKpockondeckuit monuanruut (MIT)). AT k MPO
vaiiie BbLB/IAI0TCS 1py MIT, a k mporennase 3 (PR3)
- ipu I'CI1, Ho He cTporo creruduyno. [Ipu komop-
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Summary

The observation data of 22 children with systemic vasculitis
(SV) and morphologically verified nephritis is presented.
Emphasis was put on extrarenal manifestations of SV in
childhood, analysis of clinical, laboratory, immunological,
morphological changes and factors influencing on the
course and prognosis. It has been established that SV
often manifests with general non-specific constitutional
symptoms, involvement of the ENT and organs of vision, is
characterized by multiple organ and generalized lesions, in
77% of cases in children is associated with anti-neutrophil
cytoplasmic antibodies (ANCA). The presence of antibodies
to myeloperoxidase (MPO) is noted in most patients with
lesions of the skin, joints, lungs, and nervous system and is
associated with an unfavorable renal prognosis. ENT and
organs of vision, gastrointestinal tract involvement is equally
often observed in both MPO and PR3 antibody positive.
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OMAHBIX MM overlap CMHAPOMaXx ONMMCAaHO OfHOBPe-
MmeHHoe BbiaBneHne AHIIA u AT k riomepynsapHoi
MeM6pane (I'BM) n pacijeHnBaeTcs Kak KpUTepuit
«yTsDKeZleHus» 00me3Hu. B moueuHoit TkaHM pasBu-
BaeTCsl MaJIOMMMYHHBII T1omepynonedput (I'H) ¢
aKCTpakanwyLsIpHoI Tpormdepanueit (I11), Hepenko
C BOBJIEUEHNEM KaHasblieB 1 MHTepcTvuuA [1-3].

ITens MccmegoBaHMA: aHANN3 KIVMHUYECKNX,
MabOPaTOPHBIX, MMMYHOJIOTMYECKIX, MHCTPYMeH-
Ta/IbHBIX, TATOMOP(}ONTOTMYECKNX NAHHBIX JeTeil
¢ CB 1 nmopaxeHneM noyek (3a UCKIOYEHUEM Ia-
IMEeHTOB C IgA BackynmMTOM) C OLIeHKOI Hambosee
YJaCTBIX SKCTPapeHa/TbHbIX IPOSABIeHNI! ¥ PaKTOPOB,
B/IMAIOIINX Ha T€YeHNe Y IIPOTHO3.

Immunopathology, Allergology, Infectology 2022 N°2



AyTOMMMYHHbIE 3ab0neBaHNs: IKCTPapeHanbHble NPOSIBIEHUSI CUCTEMHBIX BAacKyNNTOB y feTeit

MaTepMaJ’Ibl U MeToabl

B nepuop ¢ 2012 r. mo HacTosAmee BpemA B Pecty-
omkaHckoM LeHTpe metckoit Hepponoruu Y3 «2-s
[TTKB» r. MuHcka (manee — IenTp) mop Hab/mrofeHeM
Haxomnoch 22 pebenka (16 freBoyek, 6 MaIbYMKOB)
¢ Mopdornornyecky BepuduIpoBaHHBIM HepPUTOM
BcnenctBue CB B Bospacte ot 5 go 17 net (Me 13,5
(8,5-16,0)). nurenbHOCTb HAbGMIONEHNA COCTABIIIA
ot 5 710 96 mecsiueB (Me 14,0 (9,5-42,5)). ITpoBenen
aHa/IM3 KIMHIYIECKVX, TA0OPATOPHBIX, MIMMYHOJIOT -
YeCKIX, MTHCTPYMEHTA/IbHBIX, TATOMOP(OIOrMYecKIX
M3MeHeHMiT 1 (PAaKTOPOB, BIUAIOLINX Ha TeYeHNUe U
nporHos. CraTucTudeckass 06paboTKa IMOTy4eHHBIX
JQHHBIX BBIITOJIHEHA C MCIIO/Ib30BAHMEM IIPOTPaMM-
Horo nakera Statistica 10.0 u Microsoft Excel.

Pe3ynbTtarhbl

Cpean manueHTOB Ipeobaajany AeBOYKU
(16/22). Mennana BospacTta Manudecranuu 6omes-
Hu coctaBuia 13,0 (8,0-14,5) (or 2 go 17 net). Y 17
IeTevl oIpenessIICh «IomokuTenbHble» AHITA (k
MPOy 13,k PR3y 6,k MPO 1 PR3y 2 mereit). ¥ ne-
Bouky 3.K. ogHOBpemeHHo onpenernsamich u AHITA,
n AT x I'bBM. Y manpunka Y.E. Bersasnensr AT x [BM
U IMarHOCTMPOBaH cuHApoM [yamacyepa. Yersepo
MallVIeHTOB OKa3aJlCh «CepOHeraTuBHBIMI». Ca-
MBIM PacIpOCTPaHeHHBIM (N=14) rUCTONMOrMYeCKIM
BAapMAHTOM IOPaXeHMs MOYeK ObII CMelIaHHBII
(menee 50% HOpMaIbHBIX Kny60qKOB, meHee 50%
C HONMyTyHUAMY, MeHee 50% I7106ambHO CKIepOo3N-
poBaHHBIX). QokanbHble M3MeHeHMs (cBbime 50%
HOPMAJIbHBIX K/TyOOUKOB) OTMEYa/IUCh Y 4-X; «I10TTy-
yHHbIe» (cBbIIIe 50% KITy6O0UKOB C IIOTYTyHVAMN)
y 3-X; coyeTaHue CMEeIIaHHOIO M CKIePOTIYeCKOro
(cBbIme 50% 17106a/IBHO CK/IEPO3VPOBAHHBIX KIIY-
004KOB) K1accoB y 1 pebeHKa.

Y 13 nanuenros ae6iory CB npepmectsoBana
OPI, y opHOII IeBOYKM OTMEYaIUCh pelyiVBI-
pyloluye CKIepPUTDI, Y APYToil — TpaBMa OpONUTHI,
OCTIOKHMBINAsACA abcueccoM. MefjuaHa BpeMeHNU
OT IIOSIB/IEHM 1 IIEPBBIX CUMIITOMOB JI0 IIOCTaHOBKM
puarsosa — 5,0 (2,0-15,0) (ot 1 go 36 mec). Y 13 pereii
MmaHu¢ecranym CB npepectBoBamm Hecrenuduie-
CKJe CUMIITOMBI (IIOBBILICHHAs YTOM/IAEMOCTb, CJIa-
00CTb, HOTeps alIeTTa U T.11.). MO4eBOii CUHIPOM B
Iebr0Te OTMevaIcA y 13, y BceX OCTa/IbHBIX Pa3BIJICA
B TedeHue 6oe3Hn. CreyeT OTMETUTD CIy4YaiiHOe
BbIABJICHME M3MEHEHNI B aHa/IN3aX MOYM IIPU IIPO-
docMoTpax y 4-x eTert, CKyJHbI MOYeBOI CMHPOM
B BIJIe TeMaTypuy U IPOTEeMHYPUM Y 6 U TOJIBKO B
3-X crIydasx pasBuTHe HeppOTUYECKOTO CUHIpOMa
C reMaTypueit 1 apTepuanbHoil runeprensueit (AT).

[TopaxkeHue KOXxMu (CBIIb, B T.4. TeMOpparuye-
CKas) BBIABJIEHO B 12 cydasx, CycTaBoB (ualle 0
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TUITYy apTpanruii) — B 11. Y 14 penuausuposanm
uHeKINM BePXHUX AbIXaTenbHbIX myTeit (BAII),
CHHYCUTBI, Y 10 0TMe4anoch BOBJIeYeHMeE JIETKUX.

ITopaskeHue OpraHOB 3peHN B Ie0I0Te OTMEYaIoCh
y LIECTH JIeBOYEK: pELUIMBUPYIOIIE CKIEPUTDI Y 3-X,
TICEB/IOTYMOP OpONTHI y 2-X, 00pa3oBaHue BEPXHEro
BeKa IIPaBoro I71a3a ¢ MOP(OIOTMIECKOI KapTHUHOI
HIOI0CTPOTO BOCITA/IUTEIBHOTO IPOLiecca C 303MHOMN-
JIVeN Y BACKY/IMTaMI Y OJJHOIL. Y OJIHOV M3 IALIEHTOK
I'B. ¢ 11ceBOONYXO/bI0 IEPCUCTUPOBAJT CKY/JHbIN
MOYEBO¥I CMHAPOM (MUKPOTeMaTypyA ¥ IPOTeNHY P
1o 0,1 r/cyT), pekoMeHOBaHA HePPOOVOIICHS, OT KO-
TOPOJi POIMTENN OTKa3a/MCh. B yaseHHOM MaTepuase
OITYXOJIV CJIE3HOIA YKeJIe3bl O TBEPYKIEHO TPaHy/ieMa-
TO3HOE BOCIIaJIEHME, NTAIMIeHTKA BHOBD HallpaBjIeHa B
LlenTp, re moce Hedpobuorcyy Hadato nedenve CB.
Hesouxa B.H. ¢ rpanynemoit 1eBoit OpOUTBI U pery-
IVIBUPYIOWIMMU CUHYCUTaMM TOCIIATA/IN3/POBAHA B
LlenTp 1o HanpaB/IEHNIO Kap/IIOPEBMATOTIOIOB B CBA3M
C TIpUCO€e[IMHEHNEM MOYEBOTO CUHJPOMA, a Jipyras
KM B Tedenne 4,5 net Habmoganace y opranabmMo-
JIOTOB 1 TAK>Ke IO NIPUYMHE Pa3BUTHUA HedpomaTym
C reMaTypueit 1 IpoTenHypueli nepesesieHa B Lentp
1A TIpoBefeHst Hedppobuorcyn.

[Topaxenue JKKT B e6roTe oT™Me4anoch y je-
Bouky 3.B. (Hecmerydnyuecknit s3BeHHbIN KOINT),
B T€YEHMe rofja Hab/I0fjaIach racCTpOIHTEPOIOTOM,
T0JTy4asia Tepanuio camodaabKoM U OTKa3bIBa/lach
OT HasHaueHMA nMmyHocynpeccuBHbIx (VIC) mpe-
napatoB. CIycTs TOfi NIPUCOEAMHMUIICA KOXKHBI,
CYCTaBHO, MOY€BOJI CVIH/IPOMBI, BbIAB/IEHbI ITOTI0XKI-
tenbHble AHITA. B Teuenne 1,5 neT go MOCTIDKEHNA
18-netus Habmoganach B LleHTpe, ToTy4aa Tepamnmio
npenHn30/10HOM 1 uKnodocdamupom (LID), sarem
THiepeBefieHa 1o Hab/MofieHe B3POCTIbIX CIIelai-
CTOB C OTCYTCTBJEM KIMHVMKO-Ta00paTOPHBIX IPO-
syennit CB. Taxoke abmoMyHaIbHBIN CUHAPOM (607
B )KJMBOTE) OTMEUEH ellle y YeThIpeX JeTell.

Iuddysnas anonenys (¢ TOTaTbHBIM BbINIAfie-
HJIEM BOJIOC Ha ro/IoBe, OpoBell I pecHUI) Hesc-
HOTO reHe3a B TedyeHue 3-X JIeT, IPefLIeCTBYIUX
IOCTaHOBKe fuarHosa CB, oTmeyanach y ieBOYKM
LK. naTu neT, 3aTeM NoABMIACH KOXKHAsA reMoppa-
TMYecKas ChbIb, OO/ B CyCTaBax U KMBOTeE, MOYe-
Boit curzapoM. [LK. rocnutanusuposaHna B LleHTp,
BBbITIONTHEeHA Hedpobmoncus, soiaBnensl AHITA.
ITocne mpoBepenusa VIC tepanuu (IpegHU30I0H,
LI®, a3aTMONpuH) OTMEYaeTCA POCT BOJIOC Ha TO-
7I0Be, 6pOBeIl U PeCHMI], ICUe3HOBEHNE CYCTaBHOTO
1 a6IOMIHAIBHOTO, BBIP@XKEHHAA MOTOXKITEeTbHASA
IVMHAMMKa MOYeBOro cuHzipoma. Ha MomeHT nog-
TOTOBKM ITyOIMKALMN JINTENbHOCTD HAOMIONeHNA
cocraBuia 3,6 rofia, KOHCTaTMPOBaHa PEMUCCHA Ha
¢done noppepxusaroreit VIC tepanmmn.
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H.A. Koszvipo

[Topaxxenne IJHC (ocTpoe HapyuieHMe MO3TO-
BOrO KpOBOOOpAIIeHN M0 NIEeMUIeCKOMY THUITY)
OTM€YaJIOCh y OfIHOJ MALIMEHTKM, ellle Y 3-X JieBO-
Jek (rpaklaHe Pyroro rocyfapcTsa) yKa3aHo B
aHaMHese.

Hanbonee xapakTepHbIMU 1ab0paTOPHBIMU
caBuramu B fie6rore CB Oblma aHeMMs 1 peskoe
yckopenne CO9 50-60 Mm/yac. ModeBoit cuHpOM
y GONBIIMHCTBA XapaKTepU30BaJICA IPOTEVHYPHei
c remarypueit, pexxe HC ¢ remarypueit u AT (3/22).
Hapymenne ¢yHkiun novex B fedrore y 13/22, us
HUX y 7 (54%) pasBuIach TepMIUHA/IbHAA CTaNA XPO-
Huueckoit 6omesnu nouyek (TXBIT). YV geBouku C.A.
IVarHOCTMPOBAH BaCKY/INT, OTPAHMYEHHDIN TOYKAMIL
VIsMeHeHNA B aHa/M3aX MOYY (IIPOTENHYPYA CBbILIE
3 1/m, remarypust) u kposu (COD 50 MmM/4ac, aHeMyis)
BBLABJIEHBI C/Ty4aitHo Ipy mpodocMoTpe. V3 aHamHe-
3a: lepeHeceHHas HakaHyHe OPV, Hecrenmduueckne
CYMIITOMBI. DKCTpapeHa/NbHbIX Nposasnenuit CB He
6n1710. [To CMA]I crcTono-auacTonndeckas Ho9Has
AT Tepanmnsa npegHN30/10HOM 10 IIPOTOKOJTY Jlede-
HISL HePOTUYECKOTO CUHApoMa sddekTa He fana.
ITo pesynbraTam HedpoOMOIICUY JUATHOCTUPOBAH
ManouMMyHHbI ['H ¢ 311 1 cerMeHTapHBIM ITOMe-
pynockneposoM. ITposenena nynbe Tepanusa O ¢
HOpMasu3anyeil KIMHNKO-Tab0paTOPHbIX ITOKa3a-
Tesneil. B TeyeHne iByx1eTHero neprozna HabmogeHNA
OTMeYaeTcsA CTOMKasA peMUCCHUsA, BHEIIOYEYHBIE TIPO-
ABJIEHNA BaCKY/INTA He Pa3BUJIUCD.

13 Bcero criektpa aHTMHYKIeapHbIX AT craboro-
JIOWTETIbHBI Pe3y/IbTaT BbIAB/EH Y 7 (IIOrpaHN-
Hble 0/1 undpsr otmedensl 1A dsDNA (n=3), PCNA
(n=3), SS-B, AMA-M2, Scl 70, Jo, Sm, Histones).
He oTrmMe4yeHO 3HAYMMOro CHMKEHMA KOMIIOHEHTOB
komnneMeHTa C3 n C4 B mepuoy; akTUBHBIX IIPO-
ABJIEHNII OO/TE3HIL.

Y 19/22 onncan MaloOMMMYHHBI HEKPOTU3UPY-
roruit 'H ¢ 9I1. Hannune xnetounon I accomu-
MPOBAJIOCH C yIy4lIeHVeM QYHKIMM [TOYeK, He3a-
Bucumo ot ucxonnoit CK®, x*=7,82, p<0,01. Xponn-

Jluteparypa

1. Bezerra A.S., Polimanti A.C,, Fiirst R.V.C. et al. Algorithm
for diagnosis of primary vasculitides. ] Vasc Bras. 2019 Mar 19;
18:€20180092. doi: 10.1590/1677-5449.009218.

2. Calatroni M. et al. ANCA-associated vasculitis in childhood: recent
advances. Ital ] Pediatr. 2017; 5,43(1):46. doi: 10.1186/s13052-017-0364-x.

CeepeHus 06 aBTope

JecKkoe Bocrmanenne, pubposnas I11, HaobopoT - ¢
HeO/1aronpuATHbIM IIOYeYHBIM IIPOTHO30M, X°=9,75,
p<0,01. ITpu MII yanie BcTpeyanuch XpOHMYECKME
usmeHenus, npu ['CII — 6oblee 4Mc/IO0 MHTAKTHBIX
K1Ty60ouKoB. [TToMepynockiepos, mporpeccupoBaHye
IOYEeYHOT0 MopakKeHus Takxe dame y MIIO+ B
cpaBHeHuM ¢ PR3+ (6 mpoTuB 2, OfMH U3 KOTOPBIX
u MPO+, u PR3+). 5/7 manuentos ¢ TXBII 6b11n
MPO+. Hamnune AT x MPO otMeuanoch y 60/IbIINH-
CTBa C HOpa’keHNeM KOXKI, CyCTaBoB, NErkux, [JHC, a
BoBsiedeHne JIOP u opranos 3penns, JKKT ogunaxo-
BO 4acTo Kak y MPO+, tak 1 PR3+. Teuenne MIT, xax
¥ TIOpaKeHMe TI0YeK Py HeM, boJiee TsKeroe, 4eM
I'CII. Peunpusupyroiee TedeHne CB oTMedeHo y 6,
cpenu Hux 4 MPO+ u 1 ¢ AT u x MPO+, n x IBM+.
N3 6 AHIIA+, nocturmnx TXBII, y 5 - AT x MIIO,
u3 4 c OHMK (Bce MIIO+) Tpoe ¢ TXBII.

AT B mepuop akTuBHBIX nposABneHuit CB oT-
Meuanach y 18/22 (82%), Ha ¢poHe NpOBOAMMOIL
HO/IMKOMITOHEHTHOJI TMITOTeH3UBHOI Tepanun (2-4
Ipemnapara) coxpaHsanach y 14, Hounasa Al n/wmm
Non-dippers - y Bcex Hab/moaeMbIX.

3aknioueHue

CB B meTckoM BO3pacTe yallle BCTpeyaeTcsA y fie-
BOYEK, MaHUPECTUPYeET C OOIINX KOHCTUTYIVIOHA Tb-
HBIX CUMIITOMOB, XapaKTepU3yeTCsA II0IMOPTaHHbIM
U reHepa/ln30BaHHbBIM IIOpayKeHueM, y 77% acconu-
upyetca c AHITA. Hamnune AT x MPO otmeuaeTcs
y OOIBIINMHCTBA C TIOpa’KeHNEeM KOXMI, CYyCTaBOB,
nérkux, ITHC u cBA3aHO ¢ pelyuaMBUPYIOIUM Tede-
HJeM ¥ HeOTaronpyuATHBIM OYEYHBIM IIPOTHO30M.
Bosneuenne JIOP n opranos 3pennus, JKKT oguna-
KOBO YaCTO HAOMIOaeTCs, KaK y MAlMeHTOB, 03M-
TUBHBIX 110 aHTUTeNaM K MPO, Tak u mporenHase 3
(PR3). CnemyeT OTMETHTD BBICOKYIO yacTOTy Al Kak
B IIepMOJ], aKTVBHBIX IposABIeHUi 6one3un (82%),
TaK U Ha pOHe IPOBOAUMOI IONTNKOMIIOHEHTHOII
TUIIOTE€H3VBHOI Tepanuy, Hannuue HouHout Al u/
i Non-dippers y Bcex HabmogaeMbIX.
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