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PEDEPAT

B ctaTbe npeacTaBneHsbl TepMUHONOrNS 1 knaccudukaumsa B cootseTcTBun ¢ International Chapel Hill Consensus Conference
nomenclature of vasculitides (2012), KNMMHUKO-MMMYyHONOrMYeckme 1 Mopdonornieckne NposiBieHns, ctparerns Tepanum
1 VICXOL, PEHasbHbIX BACKYIMTOB, @CCOLIMMPOBAHHbIX C aHTUHENTPOPUIbHBIMY UMTONNa3MaTmyeckumn aHtutenamm (AHLA)
(MMKPOCKOMMYECKOro NoaMaHrumTa, rpaHynemMarosa ¢ nonnaHrmmtom Berenepa, 903MHOMUABHOro rpaHynemarosa ¢ nosnu-
aHrumTom Yapra—Crtpocca) y getein n nogpoctkoB. AHTUTenNa knacca IlgG k MPO n PR3, ructonatonormieckme UsMeHeHus B
noYeyHbIx GrionTaTax cCYMTaloT 30/10TbIM CTaHAAPTOM B AnarHoctuke AHLIA-rnomepynoHedpuTa. B COOTBETCTBUM C PEKOMEH-
naumsamum The European Vasculitis Study Group (EUVAS) y B3pochbix naumeHToB AHLIA-accoummnpoBaHHbIM BaCKyIMTOM Npu-
BELIEHO OMMCaHWe KaTeropuii TXecTy 3ab0oneBaHns: IOKaNIM30BaHHAs, PaHHSS CUCTEMHAs, TsSXenas, reHepanmsoBaHHas,
pedpakTepHas. MNpeacrasneH anroputm Tepanum AHLLA-accoummnpoBaHHOro Backynnta, pekoMmeHaoBaHHbii EULAR (2009)
[N151 B3POC/bIX NALUMEHTOB 1 aganTupoBaHHbIi ans aeteni L.A. Plumb et al. (2018), koTopblii npeaycmaTtpusaeT auddepeHum-
POBaHHbIN NOAXOA, K UHAYKLMN PEMUCCUM NPU NIOKANTM30BAHHOM, PAHHE CUCTEMHOMN, TAXENO0M, reHepann3oBaHHOM, pedpak-
TEPHOW KaTeropusax THXeCTU 1 NoAOePXMBAIOLLEN Tepanum Npu NOKanan3oBaHHOW, PaHHEN CUCTEMHOWN, reHepPan30BaHHON
KaTeropusix, BTOpon nnHum Tepanun. B 6onblunHcTBe cnydaes AHLIA-accouumpoBaHHbIX peHasibHbIX BacKy/IMTOB Yy AeTel 1
NnoapoOCTKOB UMEHHO MOPaxXeHne noyvek, MaHudecTmpyroLee 6bICTPO NPOrPECCUPYIOLLMM FNIOMEPYSIOHEDPUTOM C OCTPbIM
NOBPEXAEHVNEM NOYeEK, OnpeaenseT THKECTb U MPOrHO3 UCX04a B TEPMUHANBHYIO ypemuio. NpeacTaBnsaeTcs BaXHbIM U He-
obxognMbiM B npoTokonax Tepanun AHLLA-accounrpoBaHHOrO BackynmTa BKOYaTb CTpATeErnio BeAeHUs 00 AMannsa n Ha
ananmse 6bICTPO NPOrpPeCCUPYIOLLErO FMOMEPYIOHeEdPPUTA C OCTPbLIM NOBPEXAEHNEM MOYEK Y AETEN N NOAPOCTKOB.
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ABSTRACT

The article presents the terminology and classification in accordance with the International Chapel Hill Consensus Conference
nomenclature of vasculitides (2012), clinical, immunological and morphological manifestations, therapy strategy and outcome
of Antineutrophil cytoplasmic antibody vasculitides (ANCA) renal associated vasculitis (microscopic polyanghiitis, granuloma-
tosis with Wegener's polyangiitis, eosinophilic granulomatosis with polyangiitis Churg-Strauss) in children and adolescents.
1gG class antibodies to MPO and PR3, histopathological changes in renal biopsy specimens are considered the gold standard
in the diagnosis of ANCA-glomerulonephritis. Following the recommendations of The European Vasculitis Study Group (EU-
VAS) in adult patients, ANCA-associated vasculitis describes the categories of disease severity: localized, early systemic,
severe, generalized, refractory. An algorithm for the treatment of ANCA-associated vasculitis, recommended by EULAR (2009)
for adult patients and adapted for children of L.A. Plumb et al (2018), which provides for a differentiated approach to the induc-
tion of remission in localized, early systemic, severe, generalized, refractory categories of severity and supportive therapy in
localized, early systemic, generalized categories, second-line therapy. In most cases of ANCA-associated renal vasculitis in
children and adolescents, it is kidney damage that manifests rapidly progressive glomerulonephritis with acute kidney dam-
age, determines the severity and prognosis of outcome in terminal uremia. It seems important and necessary in the treatment
protocols of ANCA-associated vasculitis to include a strategy for pre-dialysis and dialysis of rapidly progressive glomerulone-
phritis with acute kidney damage in children and adolescents.
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Tepanmuas ANCA-acCOUMUPOBAHHBIX PEHATBHBIX
BackyuTOB / Anti neutrophil cytoplasmic antibody
vasculitides siBisieTcsl akTyalbHOW TPOOIEMOH Tie-
qUaTpudeckol Hedposoruu. AKTyalbHOCTb TIPO-
Omembl 00yCJIOBI€HAa BBICOKOW YacTOTOM pa3BUTHUSA
npu ANCA-accolMMpoOBaHHBIX BAacKyJIUTaxX IJIOMe-
pynonedpura ('H) ¢ ocTpbiM MOBPEKICHHEM ITOUCK
(OIIII), oTcyTcTBHEM OOIMICTIPUHATHIX IMeaUaTpUde-
CKHUX TIPOTOKOJIOB JICUCHHSI.

B nwureparype ucCHoONb3yeTcs TEPMUHOJIOTHS:
ANCA-acconMupoBaHHBIA  BaCKYIUT (MHKPOCKO-
NMUYECKUI  TOJIMaHrMUT/microscopic  poliangiitis),
rpaHyliemMaTo3 ¢ MmojJuaHruuToM Berenepa/ granulo-
matosis with polyangiitis Wegener; 3031HO(QUIbHBIN
rpa”ynemaros ¢ noiuanruutom Yapra—Crpocca/ eo-
sinophilic granulomatosis with polyangiitis Churg—
Strauss) [1-8]. B Hedposoruo BBEIEHO MOHATHE
ANCA-accoMupoBaHHbI PEHANBHBI  BaCKYJIUT/
ANCA-associated renal limited vasculitis Ha ocHOBa-
HUH TOTO, YTO TIOPa)KEHUE TIOYEK B JIeOI0TE U PELIU/IU-
Bax SIBJISIETCSI OCHOBHBIM IMPOSIBIICHUEM, OIPEICIISIO-
ITUM TSDKECTh U ITporHo3 [1-8].

Knaccupukanus BaCKyJIUTOB

Knaccugukanus CHCTEMHBIX BaCKYJIMTOB OCHOBa-
Ha Ha KaluOpe BOBJICUEHHBIX B IMMYHOITATOJIOTHYC-
CKHI MPOTIECC COCYIOB (KPYITHOTO KanuOpa, CpeaHero
KaJauOpa, CpeTHero U MEJIKOTO KajluOpa, MEJIKOTo Ka-
nnbpa BackynuT) [1-6]. B cooTBeTcTBME ¢ HOMEHKJIa-
TYpOH W Kiaccuukanueil BackyauTos, International
Chapel Hill Consensus Conference Nomenclature
of Vasculitides (2012), ANCA-accounupoBaHHbIC
BaCKYJIUTBI MEJKOTO KanuOpa KiIacCUPHUIHPYIOT IO
CTETICHH HEKPOTHU3UPYIOIIET0 W TPaHyIeMaTo3HOTO
MOBPEKCHUS KaK: MUKPOCKOITUYECKUHN TOTUAHTUUT
(Microscopic Poliangiitis); rpanynemaro3 Berenepa
(Wegener Granulomatosis); 203MHOQHILHBIA TpaHy-
nemaro3 ¢ nonuanruutoMm (Yapra—Crpocc/Churg—
Strauss) (tabm. 2) [5,6].

IlaTtorene3 ANCA-accoUUMPOBAaHHBIX BAacCKy-
JIUTOB

B pazsutun ANCA-acconnnpoBaHHOTO BaCKYJIH-
Ta y JeTell BaKHOE 3HAYCHHE TMPHUAAIOT NPUINHHO-
3HAYUMbBIM HH(EKIIMOHHBIM (akTopam (reprec Bu-
pycHas 1/2, 4, 5, 6 TUNIOB, XJIAMUAMIHAS, MUKOILIA3-
MO3Hasl, OaKTepHaIbHAasl, MUKOTHYECKasT U APYyTHE),
KOTOpBIE BBISIBIISIIOT MTPU MaHU(ECTAllMU BACKYJINTA,
B Tpollecce MMMYHOCYIPECCUBHOI Tepamuu B 12—
72 % [1-3, 8], mo Hammm gaHHbIM — B 100 %.

B narorene3ze ANCA-acconmnupoBaHHOTO BacKy-
JWTa J0KazaHa poib B-muM¢pouuToB, MpoayHupyo-
mux ANCA. T-ki1eTo4yHble UTOKUHEI BIUSIOT Ha aK-
TUBHOCTh B-KIIETOK uepe3 MoBepXHOCTHBIE PEIeTITO-
PBI, TIOCIIE aKTHBAIMH U CO3peBaHus B-kietku nepe-
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Tabnuua 1/ Table 1
HomeHknatypa n knaccndpukauma BacKyJiuToB,
npuHsaTas International Chapel HiLL
Consensus Conference Nomenclature
of Vasculitides (2012) [5,6]
Nomenclature and classification for vasculitides
adopted by the 2012 International Chapel
HiLL Consensus Conference Nomenclature
of Vasculitides (2012) [5,6]

KpyrnHoro kannbpa Backyiit
ApTepuut Takayasy
[MraHTOKNEeTO4YHbIN apTepumnT

CpeaHero kannbpa BacKyamT
Y3enkoBbIn nonnapTepumt
KaBacakun (Kawasaki) 60ne3Hb

Meskoro kanubpa BacKyiuT
ANCA-accounnmpoBaHHbIV BACKYINT
Mwukpockonuyecknin nonmanrnut (Microscopic Poliangiitis)
[paHynemato3 c nonnaHrunmtom Berenepa (Wegener)
D03NHOPUIBbHBIA FPaHyeEMaTO3 C NOJINAHIUUTOM
(Hapra—Ctpocca /Churg-Strauss)
UMMYHOKOMIMIEKCHBIV MEJIKOrO Kaimbpa BacKy/inT
C antutenamu kK GBM 3abonesaHune
KprornobynnmHeMmnyecknin BaCKymT
IgA BackynuT (LUeHnenHa—leHoxa)
[MnokoMnieMeHTapHbIM YPTUKaPHbIA BACKYINT
(AHTN-C1g BackynuT)

MEIIAI0TCA B y9acTKU Bocnanenus. [Ipomudeparus n
muddepennnanus B-mamdonnroB memunpyetrcs CD
20-1MOBEpXHOCTHBIM aHTUT€HOM, KOTOPBIH 3KcCHpec-
crpoBaH Ha B-mnMdonnrax. B-kireTouHsrii perentop
uMeeT kKomruieke kopperentopoB CD 19 u CD 21
[8]. M3BecTHO, UTO HEUTPOPIILHBIC TPAHYIOIUTHI
(HI') — xopoTkokuBymue KJIeTku (6 4—3 cyT) B ecTe-
CTBEHHOM MMMYHHOM OTBETE OCYIIECTBISIOT IPOTH-
BOMH()EKITMOHHYIO 3aIUTy B TEUEHHE MEPBHIX 96 U
nHQUIUPOBAHUS (3aXBaT BO3OYIUTENS U YHHUTOXKE-
HHUE C TIOMOIIBIO MPOAYKIIMHA CBOOOIAHBIX PaTUKAIOB
Y TIpOTea3, KUCIOPOI03aBUCHUMOTO «PECTIHPATOPHOTO
B3pbIBa» W KHCIOPOIOHE3aBUCHMOTO MEXaHH3Ma).
Anonto3 HI' urpaer BaxkHyr0 pojib B MpPeKpalicHuu
OCTpPOH BOCHAJIHUTEILHON peakiuu. Makpodar Io-
mromaer anonrorudeckuid HIT MoHomuThl Takxke
MOTJIONIAIOT MUKPOOPTaHU3MBI KaK B KPOBH, TaK W B
TKamsx. Pakrop Hekposa omyxonu (TNF-o) BeI3bIBa-
et arronto3 HI' wtn, Hao6oport, aktuBupyet HI [7-9].

B mexanm3me MOBpEeXISHUS dHIOTEIHS COCYIO0B
Menkoro kamuopa mpu ANCA-acconuupoBaHHOM Ba-
ckynute urpatot posib HI, aktuBupoBanusie TNF-a
-0, YTO TIPUBOAWUT K MOOWIM3AIMU TPOTEHHA3bI-3
(PR-3) u mmenonepokcunazel (MPO) u3 rpanyn Ha
moBepxHOCTh KileTku HI, uro mo3Bomser ANCA
CBsI3aTh aHTUreHHble MulieHu PR-3 nporennazy-3 u
MPO-muenonepokcnaasy [7—12]. AHTHUTEHHBIC MU-
IICHN U3 TPaHyJI HEUTPOQIITOB HITH TU30COM MOHOIIH-
toB (PR-3 mporennasa-3, MPO-muenonepokcraasa)
ces3eiBatoTcs ¢ ANCA (antineutrophil cytoplasmic
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autoantbodies), BbI3bIBasi MOBPEKICHUE SHAOTEIHS
MeTKux cocynoB [1, 7-12].

M. Chenetal. (2009,2013),J. Yuan, M. Chen, Zhao
M-H (2013), D. Noone, D. Hebert, C. Libht (2018)
[9-12] B matorene3e ANCA-accoMUpOBaHHBIX Ba-
CKYJINTOB OTBOJSIT TVIAaBHYIO DOJIb aKTHUBALMU CH-
CTeMbI KOMIUIEMEHTa TIO AJBTCPHATHBHOMY IYTH C
obpazoBanueM C5a, Bzaumoneiicteuto C5a u CS5aR
(CD88), mpuBonsIeMy K JerpaHyiannyd HeuTpodu-
noB [9-12]. Kommonentsl komruiementa CS5a, C3a,
C4a sBIAIOTCS TPOBOCHATMTENBHBIMU (aKTOpaMH
(XeMoaTTpaKTaHThl, aKTUBATOPBI MPOAYKIUH IUTO-
KHHOB, HHIYKTOPBI OKHCIIMTEIBHOTO B3phIBa, Jerpa-
HYJISIIUH KIeTok) [9-12].

ANCA-MPO HI' / ANCA-PR3 HI, akruBamus
KOMIUIEMEHTa TO aJbTePHATUBHOMY ITyTH TMOBPEK-
JAIOT DHIOTENIUNA COCYIOB MENKOro Kammbpa [1-3,
9-12].

Huarao3 ANCA-acconmuupoBaHHOTO BacKyJIUTa
yCTaHABIMBAIOT Y JIETEH W MOJPOCTKOB HAa OCHOBa-
HUM  Pe3ylbTaToB  KIMHUKO-UMMYHOJIOTHYECKOTO,
Mopdposoruueckoro, (QpyHKIIMOHATIHHOTO METOAOB
ucciegoBanuii [1-4]. JIMarHOCTUYECKH 3HAYMMBIM
SIBJIsIeTCSl OOHApYKEHUE B KPOBH aHTUTEN Kiacca [gG
k muenonepokcugaze HI' (MPO-ANCA), anturen
knacca IgG k nporennaze-3 HI' (PR3-ANCA), aktu-
BallMM CHUCTEMbI KOMILJIEMEHTA 10 allbTePHATHBHOMY
MyTH, OIICHKA COCTOSIHUSI (QYHKIHMH Todek [7-12].
JdetsiM 1 moApoCTKaM, UMEIOIIUM KIMHUYECKUE CH-

CTEMHBIC U PEHAIIbHBIC TPOSBICHUS BACKYJINTA, I10-
seimenne MPO-ANCA w/umn PR3-ANCA, moka3sa-
HO BBITIOJTHEHUE OMOTICHU TOYKH YIS YCTAaHOBIICHUS
Mopdoornieckoro Auaruo3a. [1oBbIlIeHHEe aHTHTENT
knacca [gG k MPO HI' u PR3 HI, rucromaronoruye-
CKHE U3MEHEHUsI B OMOTITaTax MOYKH SBISIFOTCS CTaH-
nmaprom B nuarHoctuke ANCA-rmomepynoHedppuTa
[7-14].

Mopdonornueckue usmeHenuss npu ANCA-
acCOIMMPOBAHHOM IJIOMepyJIoHeppuTe

JleTssM M ToIpoCTKaM MPHY KIIMHUYECKUX K UMMYHO-
normuecknx mnpusHakax ANCA-acconnnpoBaHHOTO
BaCKYJIUTa IOKAa3aHO IPOBEJCHUE OWOINCHH MOYKH
JUTSL YCTAaHOBJICHHSI MOP(OIOTHIECKOTO JTUarHo3a.

B paspaborannoii A.E. Berden, F. Ferano,
E.C. Hagen et al. (2010) rucronarooraueckoi Kiac-
cudpukaimn ANCA-accolMUpOBaHHBIX TJIOMEPYJIO-
He(PPUTOB BBIJENCHO 4 Kiacca MOPQOIOTHIECKUX
u3MeHeHuH ((hOoKaTbHBIH, TOTYIYHHBIH, CMEIIIAHHBIH,
CKJIEpOTHYECKUH). ABTOpaMH MPOAEMOHCTPHUPOBA-
Hbl HHU3KHE ITOKA3aTelld TMOYeYHOH BBIKHBACMOCTH
MpU CMEIIAHHOM U CKJIepoTH4YeckoM Kiaccax [13].
E. Muso et al. (2013) neMOHCTPUPYIOT MaTOIOTHYe-
CKHE TIapaMeTphl, MOKAa3bIBAIONINE AKTUBHBIC WIIH
XPOHHYECKHE TIJIOMEpPYJSpHBIC, TyOyJIOHMHTEPCTH-
uajgbHble U BacKyasipHble u3MeHnenus mpu ANCA-
ACCOLIMUPOBAHHBIX BACKYIHTaX B SMOHUU B cpaBHe-
Huu ¢ European Vasculitis Study Group (EUVAS)
[14], Tabm. 2.

Tabnuua 2 / Table 2

MaTonornyeckue napamMmeTpbl, NOKa3biBaloLMe 3BONIOLUIO
aKTUBHbIX U XpPOHU4YecKkux nuameHeHuii npu ANCA-accouumnpoBaHHbIX Backynutax [14]

Pathological parameters nominated for evaluation of active and chronic lesion
in ANCA-related vasculitis [14]

momepynﬂpHuemsmeHeHMﬂ

AKTUBHbIE

MesaHruonponudepaTnBHbIi

BHpokanunsapHas rMnepkieTo4yHOCTb

[MonHbIV HEKPO3

dopmmpoBaHmne KneTouHbIX, GOPO3HbLIX NoayayHuiA >50 % /50 %
Pa3pbiB kancynsl BoymeHna

XpOHNYECKMNE UBSMEHEHUS
CknepoTuyeckme N3MeHeHMs
[Mo6anbHbIN ckNepos

CermeHTapHbIn CKNepos

DdunbpoaHbie nonynyHms >50 % /< 50 %
Anresus

Konnanc

TyGynonHTEPCTUUMANBHBIE

N3MEeHEeHUA

AKTVBHbIE

Tyoynut

MoBpexaeHne 6asanbHON MemMbpaHbl KaHaIbLEB
MHTepcTUumanbHas knetoyHasa nHbunsTpaums
paHynemaTo3HOe NoBpexaeHNe
MepuTyOynApHbIA KanuANapuUT*

XpOHNYECKMNE UBSMEHEHUS
ATpodus kaHanbLEB
MHTepcTuumanbHbIn Grbpos

CocyauncTble N3MeHeHust

AKTVBHbIE

HekpoTusnpyowme
OHpoapTepumnt

KneToyHasa nHounetpaums
Tpom60aMB0NN3M
[paHynemaTo3Hble MOBPEXAEHUS

XpOHUYECKMNE USMEHEHUS
ApTepurocknepos

* MapameTp He HOMUHKMPOBaH B EUVAS.
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Kaunndeckue nposiieHuss ANCA-accomuupo-
BaHHOT'0 BACKYJIMTA

Muxkpockonnuyeckuii moauanruut (Microscop-
ic Polyangiitis) xapakrepusyeTcsi HEKpPOTHU3UPYIO-
UM TIOPAKEHHEM MEJIKUX COCYIOB (KalnjuIsIpOB,
BEHYJ, apTepuon), mpoTekaromuM B 78-90 % c He-
KPOTH3HUPYIOMUM OBICTPO MPOTPECCUPYIONIAM TIIO-
mepynoredputom (I'H), B 60 % nerodHbIMu TpOSB-
neansiMd, B 75 % noseimenueM pANCA/MPO (mue-
nonepokcuaasa) [1-4, 8, 15, 16]. Knuandeckne cum-
NITOMBI TIPH MHUKPOCKOTIMYECKOM TOJHAHTHUTE Ba-
puabeTbHBI: MUAITHH, APTPUTHI, APTPAITUH, KOXKHAS
My pITypa WK dpuTeMa, KOHTaKTHasE KPOBOTOUHUBOCTb,
0o B JKMBOTE, TMOPAXKCHHE JIETKHX, JKETYIOYHO-
KHUIICIHBIC KPOBOTEUCHUS, TIopakeHne a3 u JIOP-
OpPraHoB, IUXOpajJKa, apTepHalbHas TUIEPTEH3US,
M30JIMPOBAHHBI MOUYEBOH CHHAPOM (TeMaTypwus,
MPOTeNHYpHsA) WM Tporpeccupyromuii ['H ¢ mo-
4eqyHO! HenmocTarogHoCcThIo (78-90 %), TpeOyromuii
nuanusa (50-60 %), BeicoKHii TUTP aHTUTEN p-AN-
CA/MPO-muenonepoxcunasa (75 %) [1-4, 8, 10, 15,
16]. Ha gacTtyto MaHN(HCTAIIIO MUKPOCKOITHYECKO-
IO TOJIMAHTUUTA C MYITbMOHOPEHAIFHBIM CHHIIPOMOM
u ObicTpo nporpeccupyronum ['H ¢ OIIIT B 60-70 %,
BoicOKHM TUTpOoM DP-ANCA/MPO yka3piBaroT aB-
Topel [1-4, 8, 10, 15, 16]. Y mereit 1 MOIPOCTKOB C
ANCA-accouMupoBaHHBIM PEHAIHHOM BaCKYJIATOM/
ANCA-associated renal limited vasculitis memuaTpsI-
Hedpororu ycranasnuatoT OIIIl. Bravane B Teye-
HUE HECKOIBKUX HeIeNTh WM MECAIEB MaToJIOTUs
MOYEK Yy JIeTell W TIOAPOCTKOB C MUKPOCKOITMYECKUM
MTOJIMAHTUUTOM ~ XapaKTePU3yeTCs MHUHHUMAaJIbHBIM
MOYEBBIM CHHIPOMOM (TeMaTypusi, IPOTEHHYPHS) C
coXpaHHOU (YHKIHEH TOYeK, a K MOMEHTY IocCTa-
HOBKH AuarHo3a ObicTpo mporpeccupytommm ['H (¢
He(PPUTHIECKUM WIN HEDPOTHUECKUM CHHIAPOMOM
C remMarypueil W/WiaM apTepuallbHOW THIIePTeH3HEN)
n OIIIl, Tpebyromum 3aMECTHUTENHHON TOYEYHON
Tepanuu remoauain3om. Ilocie HavyanbHOM W penu-
JMBa TEpariii MHUKPOCKOITMYECKOTO IMOJUAHTHUTA C
osicTpo mporpeccupytommmM I'H u OIIII y nereit n
MTOJIPOCTKOB YCTaHABIMBAIOT MCXOJBI B PEMICCHIO C
BOCCTaHOBJICHHEM (YHKIIUH, He TPEOYIOIIHe AnaH-
3a, WU INaN3-3aBUCUMbBIE PEIHIUBBI, HCXOJ B TEp-
MUHAJIBHYIO TIOYEYHYIO HEIOCTAaTOYHOCTb.

I'panysnemaros ¢ moauanruntTom Berenepa xa-
pakTepusyeTcs TpaHyJleMaTo3HbIM BOCIIAJICHHEM H
HEKPOTU3UPYIOUINM TOPAKEHHEM MENKHUX W Cpel-
HUX cocynoB, accormupoBad B 50-70 % c I'H, mo-
BeimenneM ANCA x PR3 mporennasze HI' [1-4, 8§,
10, 15, 16]. Knuanueckne MposBICHHAS BAaCKyIUTa
Berenepa xapaktepu3yloTcs TpaHYJIEeMaTO3HBIM I10-
paXEHHEM CIHM3HUCTHIX 000JI0YeK HOCOTJIOTKH, PTa
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(CMHYCUTOM, KPOBSIHICTO-THOWHBIMU BBIJIEICHUSIMU
U3 HOCA, SI3BEHHBIM CTOMATHTOM), TeMaTypHe, po-
TeuHypHuel unmm OnIcTpo mporpeccupytommm ['H (c
He(PUTUYECKUM WA HE(PPOTUIECKUM CHHIIPOMOM C
reMarypuell W/WiH apTepHajbHON TUIIEpTCH3UEH) U
MOYEYHON HEOCTATOYHOCTHIO, TOPAKEHNEM TPAXEH,
OpOHXOB W JIETKUX (Kallleslb, KPOBOXapKaHbE, ITHEB-
MOHMWH, TUIEBPUTHI), T71a3 (KOHBIOHKTHBUTOM, KEpaTH-
TOM, YBEHUTOM, CHMIITOM «KPAacCHBIX TJIa3»), OTHUTOM,
TUXOpanKoi, Helpomaruelt, moseimeraneM ANCA k
PR3 mpotennaze HI" (70-90 %) [1-4, 8, 15, 16]. 1u-
arfHo3 rpanyiemaro3a Berenepa ycTaHaBIMBaroT Ha
OCHOBaHUHM HEKPOTH3HPYIOILIETO U TPaHyJIeMaTo3HO-
ro opakenwus mouek, JIOP-opraHos, JeTkux, Tpaxen
1 OPOHXOB, COCY/IOB MEJIKOTO KajluOpa, MOBBIIICHUN
MPO-ANCA nmu PR3-ANCA [1-4, 8, 10, 15, 16].

D03uHOGUWILHBIH TPaHyJIeMaTO3 ¢ MOJTUAHTUH-
ToM (Yapra—Crpocc/Churg—Strauss) xapaxrepu-
3yeTcs alIepruuecKuM TpaHyJIeMaro30M M WHTHH-
tom [1-4, 8, 15, 16]. T-xneTodHass TUCPETYISAIUSI —
pesynbrar [L-5 uHAynMpoBaHHON 203UHOGUIIUY TIPH
303UHO(UIBPHOM TpPaHYJIEMaTo3e C IOJMAHTHUUTOM
Uapra—Crpocca [15, 18]. Benymmmu cumntTomamMu
303UHO(UIIBPHOTO TPaHyJIeMaTo3a ¢ TOJIHAHTHUTOM Y
JIeTei 1 TIOAPOCTKOB SIBIIAIOTCS OpOHXHAIbHAS acTMa
(90 %), s03uHOGMIMsE >10 % B KIMHHYCCKOM aHAJIH-
3¢ kpoBHu (90-100 %), 3KCTpaBacKyIsIpHAs DO3HHO-
by 1o JAHHBIM OHOTICUH, JIETOYHBIE HHMITBTPATHL,
raitmMoputsbl, arosiorus rnouek 20 % (Hedpornueckuii
CHHJIPOM W/WJIA TeMaTrypusi, C COXpaHHOH (yHKIMEH
mouek), nmoseimieHue MPO u PR3 [1-4, §, 10, 15, 16].
YacTto y mereil BBISBISIOT TMIIEPUMMYHOIIOOYIHHE-
Muto IgE, nposiBiieHus1 aTONMYEeCKOro 1epMaTUTa, PEKE
raCTPOMHTECTHHANBHYIO U CEPACYHO-COCYANCTYIO Ta-
ToJoruto, Herpomnaruto [1-4, 10, 15, 16].

Tepanusg ANCA-accoqUMPOBAHHOIO BaCKYJIHU-
Tay AeTeil H MOAPOCTKOB

V nereii nnionpoctkoB c ANCA -accOMUpPOBAHHBIM
BacKylIuToM (TpaHyliemaro3 Berenepa/ MHKpOCKO-
nuueckuii nonmuanruut) ¢ I'H uMmyHOcympeccus-
Hasi Tepamusl IyTbC-KOPTUKOCTEPOHIaMH, KOMOWHH-
pOBaHHAsi Tepanusi KOPTHUKOCTEPOMAAMH W IIYIIbC-
muknopochamugom wim MMED mpumeHsieTcs Kak
niepsast muHMA [ 1-3, 8, 10, 15, 16]. [1pu TsHKeIsIX MaHuU-
¢decranuu win peruane ANCA-acCOIMUPOBAHHOTO
pCHAILHOTO BacKyiuTa (rpaHynemaro3 Berenepa/
MHUKPOCKOIIMYECKUI TOMMAHTHUT) Yy JeTeil BBICOKHE
JI03bI TITIOKOKOPTHKOWIOB U IHKIopochaHa B Kade-
CTBE MEPBOH JIMHUY Tepariui Ha3HA4YaI0TCsI MUHUMYM
3 u makcumyM 6 mec [10, 15, 16].

B cootBerctBUmM ¢ pexomeHmammsmu S. Ozen,
P. Orhan (2016) [1] meTsiM ¢ MHUKPOCKOIHYECKUM
MOJTMAHTUUTOM Ha3HAYAETCs MPEIHU30J0H B MAaKCH-
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MaJIbHOM J103¢ 1—2 MI/KI/CyT, 3aTeM IPOJI0JDKAIOT €ro
B MUHHMMAJILHOW TepamneBTUYeCKON M Hukiodocda-
MUJT 2 MI/KT/CYT Yepe3 poT WM BHYTPUBEHHO B TYJIb-
coBbIX 103ax 0,75 r/M? kaxabie 3—4 Hen (C ME3HOI)
JUTsL MHIYKIIUU PEMHCCHH.

S. Takahashi et al. (2016) [2] ¢ HeIbI0 UHIYKIUH
pemuccun  ANCA-acCOIMMPOBAHHOTO — BacKyJIHUTa
(rpanynemaro3 Berenepa/ MUKpOCKONHMYECKHUH TTO-
JIMAHTUUT) PEKOMEHAYIOT METUIIIIPEIHU30JIOH-TTYIIBC
u nukiopocdan: METHITPEIHUIONOH B IYJIbCOBBIX
no3ax 400-600 mr/m? (MakcuMaIbHast 103a He Ooree
1000 Mr) BHyTpHBEHHO B TeueHHE 3—5 TMOCIEIOBa-
TENILHBIX JTHEH, Jajiee MPEAHU30JI0H B MaKCHMAllb-
Ho 03¢ 1,5-2, Mr/Kr/cyT 4epe3 poT (MakcuMaibHasl
no3a 60 mr/cyrt) 4 Hesl, najee B CHUKCHHOH J103¢ B
Teuenue 6—12 mec.

A. Bakkaloglu u S. Ozen (2008) [3] aetsam ¢
ANCA-accouMupoOBaHHBIM BacKYJIUTOM MPUMEHSIOT
CXEeMY TITIOKOKOPTHKOMTHON TepaIuy, BKIFOYAIOIYI0
BHYTPHUBEHHO B IyJIbCOBBIX j03ax Nel-3 (15-30 mr/
Kr/cyT, MakcumaibHas no3a 0,751 r/cyrt), nmanee
MPEHNU30JIOHOTEpanuio B 103¢ 1,5 Mr/kr/cyT depes
por (MakcumaiibHas 03a 60 Mr/cyr), majiee He pa-
Hee 2—4 Hea cHmkeHue 0 1,0 MI/KI/CYT, KakIbie
2 Hen cHWKeHHe, B o3¢ 10 Mr/cyT B TeueHue 1 roma
u 6oee mocie JocTwkKeHus pemuccnu. C y4eTom an-
JIEPrUYECKHUX MPOSBICHUM JETSIM ¢ cuHapomMoM Yap-
ra—CTtpocca HCIHOJIB3YyeTCs TMPETHU30JIOHOTEPAITHSI
B J103¢ 2—1 MI/Kr/cyT 4epe3 poT, IpH JOCTHIKEHUH
PEMHCCHH — B CHIDKCHHOM J103€ MPOIOJKUTEIHHBIM
Kypcom [15, 16].

PasBuTHe TOKCHYHOCTH, MH(PEKIIMOHHBIX OCIIOXK-
HEHUd W WMMMYHOAC(UIUTHBIX COCTOSHUM, Ma-
nass  3(pQeKTUBHOCT HUTOCTATHYECKOH  IMTyJNbC-
tepanuu nukiodochanom y manuentoB ¢ ANCA-
ACCOIMUPOBAHHBIM BaCKYJIUTOM JIUKTYIOT U3MCHEHHE
CTpaTeruu MUToCcTaTudecKoi Tepammu |17, 18].

D. Jayne (2013) B HOBOI CTpaTerudl TEparHH
ANCA-accouMupOBaHHOTO BAaCKYJIMTa Ba)KHEHIINM
CUUTAET TOBBINICHUE S(PPEKTHBHOCTH, CHWKEHHE
TOKCUYHOCTH HMMMYHOCYIPECCHBHOW Teparuu Iu-
kiodochanom [17].

D. Jayne (2013), L. Guillevin (2013) pexomen-
IYIOT HCIOJb30BaTh METOTPEKCaT M MHUKO(QEHOJIAT
Mo(deTHII KaK ajbTepHATUBHYIO IHKIodocdany Te-
panuto 'y manueHToB ¢ ANCA—accolnupoBaHHBIM
Backynurom [17, 18].

B mporokonsr neuenuss marueHToB ¢ ANCA-
ACCOIMMPOBAHHBIM BaCKYJIUTOM BKIIFOUYEH HHIHOU-
TOp CHHTE3a HYKJICOTHI0B (MUKO(EHOIaT MO(ETHII).
F. Vanoni et al. (2010) nokazanu 3¢dekTHBHOCTS
Tepanuu Mukodenonar modermiom (MMD) npu mMu-
KPOCKOTTMYECKOM TOJTHAaHTHHTE y aeTei [15].

D. Jayne (2013) [17] ¢ yueTom matoreHeza ANCA-
ACCOLIMMPOBAHHOTO BacCKyJIHTa OOOCHOBBIBAET MpPHU-
MeHeHre y marueHToB antuten kK CD 20-moBepx-
HOCTHOMY aHTUTeHY B-nmumdormros—Rituximab.

CpaBHuTensHOe wuccnenoBanne J. Stone u co-
aBT. (2010) nemonctpupyet y narueHToB ¢ ANCA-
ACCOIMUPOBAHHBIM BacKyJIUTOM 3((eKTHBHOCTH Te-
paruy pUTYKCUMaOOM ¥ a3aTHONpUHOM. [lanueHTh
MOJTyYaJy IPEHU30JIOHOTEPAIHIO B TeUEHHE 6 Mec —
a3aTHONPHH WK pUTykcuMad. Yepes 18 mec aBTOphI
OTMETHJIM PEIMJUBBl Yy MAIMEHTOB, MOIYYaIOIINX
putykcumad B 32 %, y mOdTydaromuX a3aTHONPHUH B
29% [19]. Tepanusa anturenamu Kk CD 20-moBepx-
HOCTHOMY aHTureHy B-mumdornmros—Rituximab
npumensiercs npu ANCA-accolMmMpoBaHHOM BacKy-
JUTE y JIeTel, BKIIOYeHa B MPAKTUYECKUE PEKOMEH-
JIAIIH.

CumTaroT, YTO OTCYTCTBHE TEPANIEBTHUECKOTO (-
(exTa OT BHYTPHUBEHHOH MYJIbC-TEPATHA METHIITPE-
HU30JIOHOM WM IUKIOQochaHoM y JeTeid U B3poc-
JIBIX MAIIMEHTOB C TSHKEIIBIM TTOPaKEHUEM MOYCK HITH
JIETOYHBIM KPOBOTEUEHHEM SBIIACTCS TOKa3aHUEM
JUIs Ha3Ha4YeHus TiazmMadepes3a WiH BHYTPUBEHHBIX
uHby3uit ummyHono0ynuHa [10, 18, 20-23].

[Tnasmadepe3 B KOMOMHAIMN C UMMYHOCYIIPECCH-
eil, BiepBble MpUMeHEHHbIH nipu cunipome Goodpas-
ture B 1977 rogy, B TeUEHHE MHOTHX JIET CUUTACTCS
9 PEKTUBHBIM METOJIOM TE€PAITUH MAIIMEHTOB C TSKe-
JIBIM TIOPAYKCHUEM TIOUEK MIJIH JITOYHBIM KpOBOTEYE-
HUEM TIPH OBICTPO MPOTPECCHPYIONIEM C MOYEUHON
HenocrarouHocThio ['H, ANCA-accounnpoBaHHBIM
BackymurtoMm [ 10, 18, 20-22].

E. Wright et al. (2006) noka3zanu 3¢ppeKTUBHOCTh
ruiazmadepesa npu Backynurax y aereit [20]. G. Wal-
ters (2018) B 0030pe TuTepaTyphl JIeIaeT 3aKIFUeHHUE,
y nmereir u B3pocasix ¢ ANCA-accormupoBaHHBIM
BaCKYJIUTOM Tepanus IUia3Madepe3oM W IyIbC-
MIPETHU30JIOHOM CHMKAE€T PHCK DPa3BUTHS TEPMHU-
HaJBHOM CTaIUU MTOYEUHOH HemocTaTouHocTr [21].

BuyrpuBennsle MHQY3MH  HWMMYHOIIOOYJIHMHA
B no3e 0,4 1/Kr B TeueHHe 5 AHEH (ToTajbHas J103a
2 T/KT) IPUMEHSIOT Y JIeTeH U B3POCIBIX C TSHKEIBIM
ANCA-accounupoBaHHBIM PEHAIBHBIM BacKYJIUTOM
[10, 18, 22]. INonoxurenbhblil 3GHEKT UMMYHOTIIO-
OyIMHOB IIpH TpaHyjgemaro3e Berenepa m MUKpo-
CKOITMYECKOM IOJIMAHTUUTE OOBSICHIIOT UMMYHOpE-
TyIsTOpHBIM d(derrom, Onokanoii cesizu ANCA c
aHTUreHHsIMU MuteHsMu PR-3 u MPO nHa nosepx-
Hoctu HI, ctuMyssinueii cynpeccopHOi aKTUBHOCTH
T-nmumdonuros [10, 18, 22].

[Tpu pedpakTepHBIX K TEpanvy MPeTHA30JIOHOM
u muknodpochanom Tsokenvix Bapuantax ANCA-
ACCOLIMMPOBAHHOTO BACKYJIUTa y B3POCHbBIX TMalu-
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Tabnuua 3 / Table 3

OnpepneneHuns European Vasculitis Study Group B cnydasx ANCA-accouumpoBaHHOIro
BacKynuTta, 6asupylolimecs Ha THKeCTU U ctagum 3abonesaHuns [25]

European Vasculitis Study Group definition used in cases of anti-neutrophil cytoplasmic
antibody-associated vasculitis based on the severity and extent of disease [25]

Kateropusi Onucaxve

JlokannaoBaHHas
opraHMyeckyx Npu3HaKkoB

M3MeHeHNs CO CTOPOHbI BEPXHUX U/WUW HUXKHUX ObIXaTeNbHbIX NyTei 6e3 BOBNe4YeHUs OpYrux CUCTEM UK

PaHHs5a cuctemHas

3aboneBaHne 6e3 HapyLLeHns GYHKLMN OPraHOB WM YrPO3bl A5 KM3HU (XKU3HU HE yrpoxatoLLiee 3aboeBaHme)

[eHepann3oBaHHas | 3abonieBaHve ¢ BOBIEYEHMEM MOYEK UM APYrX opraHoB. CbIBOPOTOUHLIV KpeaTUHUH <500 MKMonb/n (Mnmn
5.6 mg/dl)

Taxenas [MoyeyHas He[OCTAaTOYHOCTb UM HELOCTATOYHOCTb APYIMX OPraHOB, CbIBOPOTOYHbIN KpeaTUHUH > 500 MKMonb/n
(nnn 5.6 mg/dl). Takke n3BeCTHas kak onacHas ois XXNU3HU (KN3HeyrpoxatroLas)

PedpakTepHas Mporpeccupytollee 3aboneBaHne, He OTBevaloLLee Ha Tepanmio rMoKoKopTUkonaamm n umknodpocdammaom

enroB L. Guillevin (2013) ob6ocHoBaHO Ha3HauEHHE
MOHOKJIOHANBHBIX aHTHTed K TNF-a (infliximab)
[18]. B HacTosiee Bpems Teparnus MOHOKIOHATbHBI-
mu antutenamu K TNF-a (infliximab) Bkimtouaercs B
MPOTOKOJIBI BeJIeHUS AeTeid u monpocTkoB ¢ ANCA-
BaCKYJIHUTOM.

YcraHOBIEHUE TTIaBHOW PONIM aKTHBALUM CHUCTE-
MBI KOMIUIEMEHTa IO albTepPHATUBHOMY IyTH € 00-
pazoBanueM C5a, C5a u C5aR (CD88) B matorenese
ANCA-accounupoBaHHOTO BacKyauTa [9—12] mpuse-
70 K pazpadotke 6mokxaropa CSa-penenrtopa [10, 23,
24, 25].

P. Bekker et al. (2012) [23], H. Xiao et al. (2014)
[24] coobumnu pe3ynsrarbl BTOpOi (as3bl KIMHH-
yeckoro uccinegosanuss CCX168 anraronucra CSa-
peuentopa npu ANCA-accounnpoBaHHOM MHKPO-
CKOITMYECKOM TOJIMAaHTUUTE.

B Hacrosiiee BpeMs 0cyecTBISIIOT U dpepeHIu-
POBaHHBIH MOJXOJ K TEparuy B 3aBUCUMOCTH OT CTe-
nenu Tsokectd U ctaann ANCA-accoruupoBaHHOTO
BaCKyJUTa y JIeTeld U TOIPOCTKOB, B3POCIBIX IMMAIH-
enros [1, 10, 17, 18, 20, 24, 25].

B coorBerctBum ¢ ompenenenueM  Euro-
pean Vasculitis Study Group (EUVAS) ANCA-
ACCOIMMPOBAHHOTO BACKYJIHMTa Y B3POCIBIX MalyeH-
ToB [8, 26], L.A. Plumb et al. (2018) [25] npuBeneHbI
KaTeropruu, OCHOBAaHHbIC HA TSYKECTU U CTaIHUU 3a00-
neanus (Tadmn. 3) B Mogudukamnuu.

Crnenyer oTMeTHTh, uTo npu MaHudecranuu ['H
¢ win 6e3 OIIIl y nereili n MoAPOCTKOB MOpa)keHHe
MOYEK MOXKET OBITh EIUHCTBEHHBIM TPOSBICHUEM
ANCA-accouuupoBaHHOTO BAaCKYJIHUTA YK€ B JIOKa-
JM30BaHHOM Kareropuu. B mpeacraneHHoit tabdm. 3
[25] o0o3HaueH YpOBEHb KpeaTMHHHA B TEHEpPasH-
30BaHHOW W TsKeNnoH Kareropuu (<500 MKMOIB/T H
> 500 MKMOJIB/TT COOTBETCTBEHHO) KaK Yy B3pPOCIBIX
MAallUEHTOB. Y JeTe YpOBEHb KpEaTUHUHA, KaK I10-
Ka3aTellb TeHEPAIN30BaHHON U TSAXKEIION KaTeropuu
ANCA-accolMUpOBaHHOTO BacKy/lIWTa, Ha CamMoM
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Jene HWke. B cooTBeTCTBUH C KiacCUPHUKALUSIMH
OIIIT o pRIFLE u KDIGO [27, 28] crparudukanus
TSDKECTU CTAIUN y JIETel OCYLIECTBIISIETCS 110 KpPHU-
tepusim CK®, oLieHeHHOH 10 KIMPEHCY KpeaTHHUHA
U CHIDKEHHIO TI09acOBOro oobema MouH [27] uiau mo
HapacTaHUIO KpeaTMHHHA OT HCXOJHOIO 3HA4YeHUs
U CHIDKCHHIO 1T0YacoBoro oorema mouu [28]. B me-
JIUaTPUYECKON He(POJIOTUN Y JIETeH, B OTIIMYUE OT
B3pPOCJIBIX NAIIMEHTOB, MpUHATO onpenesaT CK® no
KJIMPEHCY KpeaTHHWHA, PAcCYMTaHHOW Mo (dopmyse
Schwartz ¢ yueTom pocra.

L.A. Plumb et al. (2018) [25] omyOnukoBanu aj-
roput™ Tepanu ANCA-accolluMpoBaHHOTO BacKy-
nuta, pexomenaoBanubiii EULAR (2009) [26] nns
B3pPOCIIBIX MAlMEHTOB M AJANTUPOBAHHBIN Ui Je-
Tel (puc. 2). ABTOpHI NpeasaraoT 2 JUHUY Tepanun
ANCA-accouMupoBaHHOTO BacKyJIMTa B JIETCKOM
BO3pacrte [25].

ABtoputetHbiMH yueHbiMH L.A. Plumb, L. Oni.,
S. Marks, K. Tullus (2018) [25], crnenuanu3upyto-
mMMHUCS B 00JNacTH TeJuaTpUYecKoil Hedposoruy,
MOAMGUIMPOBAH Uil JETEH alropuT™M Teparuu
ANCA-accolMMpoBaHHOTO  BaCKyJHMTa, KOTOPBIN
obu1 paspaboran EULAR (2009) [26] mst B3pocCiibix
nanyeHToB. OnyOJIMKOBaHHBIM aJrOPUTM  Teparuu
ANCA-acconuupoBaHHOTO BacKynuTa y nereit [25] ¢
YUETOM TSKECTH U KaTeropuu 3a00JeBaHus SBISIETCS,
0€e3yCII0BHO, IPOTPECCUBHBIM M IPAaKTUUHBIM. Criesty-
€T OTMETHUTh, YTO UMEHHO MOpPaXKEHHE TIOYEK ¢ MaHH-
¢ecranmu ObicTpo mporpeccupyromiero ['H ¢ OINII,
TpeOyIOIIEro 3aMEeCTUTEIILHOW TIOYEYHOM Teparuu
TEeMONAIIA30M, OTIPEACIISET TxKEeCTh U ucxom ANCA-
ACCOIMMPOBAHHOTO BaCKyJIHTa y JIeTed U MOJPOCT-
koB. Jl7st meauaTprueckoil Hepoloruu HeoOXOIMMO
BKJIIOUEHHE aJITOPUTMA BEACHUS JAeTel U MOJIPOCTKOB
¢ ObicTpo nporpeccupytommm I'H u OIIT B mpoToko-
ne1 Tepanud ANCA-accormmupoBaHHOTO BaCKYIUTA.

Hcxon ANCA-acconnrpoBaHHOTO BacKyluTa y
JleTeil U MOJPOCTKOB OINpPENEsIoT CBOEBpPEMEHHas
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MHOoykuns pemumccunm
JlokanusoBaHHOe 3a6oneBaHue:
Tepanuisi KOpTUKOCTEPOUAAMU U METOTPEKCATOM
. MeToTpekcaTtom (10-15 mMr/m?)4epes poT uam napeHTepasibHO exeHenenbHO

. MNynbc-Tepanusa metTunnpeaHn3onoHom 30 Mr/m2/cyT unu 1-2 Mr/kr B TedeHne 4 Hep,, 6-8 Hefl, NPV NONOXUTENILHOM OTBETE
0,5 Mr/Kr B anbTEPHUPYIOLLEM PEXUME NPOOOIIKUTENbHBIM KYPCOM

FeHepanusoBaHHoOe 3a0oNeBaHue:
lynbc-Tepanus B/B unknogpochamua+ MetTnianpeaHmn30osIoH

. B/B umknodochammug, 0,5-1 r/m2 (c Me3HON Ans NPOGUNaKTUKA LUCTUTA) EXEMECHHHO B Te4eHne 6 Mec. AnbTepHATUBHBI
BapunaHT — umknodochamug 2—3 Mr/kr /CyT B TeHeHne 2—3 Mmec

. Mynbc-Tepanus B/B meTunnpenHuaonoH 30 mr/kr (He 6onee 1 1) Ne3, 3atem npeaHM30/10HOTEPanns Yepes pPoT
Tsaxkenoe/peHanbHoe UK XU3Heyrpoxaiowee 3abonesaHne/pedpakrepHoe 3abonesaHue:
Putykcumab (Rituximab), B/B umknogpocpamug, nnasmapepes:

. Rituximab 750 mr/m?/no3a B/B nHdy3umn (MakcumansHo 1000 Mr) yepes 2 Hefl, BCEro 2 BBEAEHUS

. Mnaamadepes (MNP): 5 unn 10 gHeli kypc 2 ob6bemamm MND ¢ 4,5 % pacTBOPOM anbbyMmmnHa

. MMMyHOrno6ynvHbl BHYTPUBEHHbIE MHAY3MKM (TOTasbHas 03a 2 r/Kr)

MopnepxvBatoulas Tepanus
JlokanusoBaHHoOe / paHee cucTeMHoe 3aboneBaHue:

. MeToTpekcat/Methotrexate 10—15 Mr/m? nosa exeHenenbHo unu azatnonpuH/Azathioprine 1,5-2,5 mr/kr/y/cyT B TedeHue
1 roga co crepongamu

FeHepanusoBaHHoOeE:
. AsaTnonpuH
. CrepougHas Tepanusi — NPeAHN30I0HOH 0,5 Mr/Kr B afibTEPHUPYIOLLEM PEXUME NPOAOIIKUTENbHBIM KYPCOM

BTopas nuHua Tepanum
JlokanuszoBaHHOe / paHee cMCTeMHoe 3aboneBaHue:
. MwukodeHonat modpetun (MMD)
leHepann3oBaHHoOe:
. Rituximab, Infliximab, MMF, unknodocdamng yepes pot

Puc.1. Anroputm Tepanuu ANCA- acCoLMpoBaHHOIO BACKYIUTa, OCHOBAHHbIN HA TAXECTU NMPOABIEeHNs 3a001eBaHNA 1 Ie4eHU ans
LOCTUXEHMS pemuccum u ctabunmsauum 3abonesanus. L.A. Plumb, L. Oni, S. Marks, K. Tullus (2018) [25].

Fig. 1. Atreatment algorithm for anti-neutrophil cytoplasmic antibody- associated vasculitis according to the severity of the presenting
disease and the treatment for both remission induction and maintenance of disease. L.A. Plumb, L. Oni., S. Marks, K. Tullus (2018) [25].

JUarHOCTHKA U JIEYEHHE BO3ZHUKIIMX JIETOUHBIX, KH-
LIEYHBIX KPOBOTEUEHMH, a TaKKe XUPYPrHUYECKHUX
OCJIO)KHEHMI LEHTPaJbHOIO BEHO3HOIO KareTepa
(IBK) [1-3, 10, 15, 16, 29].

VY4aursIiBast posib B pa3BUTUH U IPOTPECCUPOBAHNN
ANCA-accounupoBaHHOIO BaCKyJIUTa XPOHUUYECKON
BUPYCHOM, OakTepuaibHbIX HWH(EKUUH TOKa3aHa
MIPOTHBOBHUPYCHAs W aHTUOAKTEpUAIbHAs Teparusl.
JleueHnue BUPYCHBIX, OaKTEpHaIbHBIX, MUKOTHYECKUX
HHEKIUHA TOKHO CONMPOBOXKAATh KYpPChl HMMYHO-
CyIlIpeccHBHOM Tepanuu y aetei [8, 10, 15, 16, 29].

OIIIl BO3HMKaeT MpH MNEPBHIX MPOSIBIECHUSAX H
peunguBax ANCA-accOlMUpOBaHHOTO BACKYJIHUTA C
I'H y mereil 1 mogpocTKOB. 3aMeCTUTEIbHAS TIOYEU-
Has Tepanusi OCTPBIM JUAJIM30M II0Ka3aHa OOJbHBIM
getsim U noapoctkaM ¢ ANCA-acconuupoBaHHBIM
BackynuTtoMm U paszsutueM OIIIl. B pesynsrare 3a-
MECTUTENIBHOW II0YEYHOM Tepanuu TIeMOANATIN30M
OIIIT nmpu ANCA-accoMMpOBaHHOM BAacCKyJIUTE Y

JeTell U TOIPOCTKOB JTOCTUTACTCS BOCCTAHOBJICHHUE
MOYEYHBIX (DYHKLHMH, HE TpeOyIOUMX reMoauannsa,
BO3MOXKHBI JMajW3 3aBUCHMBbIC PELUAUBHI U MPO-
rpeccupoBanue OIIIl B TepMUHATBHYIO MOYEUHYIO
HenocTarouHocTs [1-3, 8, 10, 15, 16].

ITpu nporpeccuposanun OIIIl B TepMUHATBHYIO
MOYEYHYI0 HEJOCTAaTOYHOCTb JACTSAM M HOAPOCTKaM
¢ ANCA-acconMupoBaHHBIM BacKyJIUTOM TpeOyeTcs
3aMECTHUTENIbHAS MOYEUHAs Tepalus reMOIUaTIn3oM.
ITpu ncxome B TepMHMHAIBHYIO MOYEYHYIO HEIOCTa-
TouHOCTh mnanueHTaM ¢ ANCA-accouuupoBaHHBIM
pPEHAJbHBIM BACKYJIUTOM, IOJYYalOIIMM 3aMeCTH-
TEJIHYIO TIOYCUHYIO TEPaIrnio XPOHUYECKUM JUaH-
30M, IIPU JOCTH)KEHHH KIMHUYECKON SKCTpapeHallb-
HOW peMHcCuH 1 HopManu3anuu nokaszareneit ANCA
K PR3 u MPO BbInonHseTCS TpaHCIIaHTALUS TOYKH
[1-3,30, 31].

N. Besbas (2003), P. Cochat et al. (2013) [30,
31] ormewarot, yto Omaromapsi ajJeKBaTHOH HMMY-
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HOCYTIPECCHUBHOM TEPANUU PEIHMIAUBBI MHUKPOCKOIH-
YeCKOTO TOJMAHTUWATAa W TpaHyleMaTo3a Berenepa
B MOYCYHOM ajutorpadre sBISIOTCS B IeIuarpuye-
CKOHM TpaHCIUIaHTaUUM peaxodl npuurHou. Ilo man-
ueiM EUVAS (2009) [32], 5-neTHsst BBIKUBAEMOCTb
B3pocaeix manueHToB ¢ ANCA-acconuupoBaHHBIM
BaCKyJIUTOM COCTaBIIsIeT 85 %.

SAKJTHOMEHUE
B  memmarpuueckoil  HedposorMM  aKTUBHO
pa3pabarbiBaetcss  crparerusi  Teparmn  ANCA-

ACCOLIMMPOBAHHBIX BacKynuToB /Anti neutrophil cy-
toplasmic antibody vasculitides ¢ yderoM TspKecTH
u craauii 3a0oneBanus. B OOJBIIMHCTBE Ciydacs
ANCA-accolunpoBaHHBIX PEHATBHBIX BACKYJIHTOB Y
)leTeﬁ " IOAPOCTKOB MMCHHO IOPAXCHUC IMOYECK, Ma-
HUQecTHpYIoIee ObICTPO MPOTPECCUPYIOLIHM IO~
MEpYJIOHEQPUTOM C OCTPBIM TMOBPEKJICHUEM MOUEK,
OIpEeACIACT TAXKECTh U IMPOTHO3 NCXO0/la B TCPMUHAJIb-
HYI0 TIOUEYHYIO HE0CTaTOuHOCTh. [IpencraBmnser-
CA BAXXHBIM U HCO6XO):[I/IMBIM B MPOTOKOJIax TCparunnu
ANCA-accouMMpoBaHHOTO  BacKyJIuTa  BKJIIOYaTh
CTpAaTETHIO BEJCHUSI JIO IMalli3a ¥ Ha Tuali3e ObICTpO
MIPOTPECCUPYIOMIECTO [IOMEPYIOHEPPUTA C OCTPHIM
MIOBPEXACHNUEM TI0YEK Y JIETEN U TIOAPOCTKOB.
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