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ANCA-ASSOCIATED VASCULITIS IN CHILDREN
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PEDEPAT

MpvBeaeHbl naToreHes, KIMHUKO-Mopdonormieckme knaccmbunkaumm, oco6eHHOCTN AebloTa, TeHeHUs, NeYeHns n ncxona
ANCA-accoumMnpoBaHHbIX BaCKYMTOB (MUKPOCKOMNNYECKOro NoinaHrnmTa, rpaHynemaTtosa ¢ noavaHrumTom BereHepa,
3031HOPUNBLHOIO rpaHynemartoda ¢ nonvaHrumtom HYapra—-Crpocca ) y neten.

Kniouesble cnoea: ANCA-accoumMMpoBaHHble BaCKynuThl, FOMepyloHedpuT, OETU.

ABSTRACT

Presented the pathogenesis, clinical and morphological classification, features debut, flow, treatment and outcome of ANCA-
associated vasculitis (microscopic polyangiitis, Wegener’s granulomatosis with polyangiitis, eosinophilic granulomatosis

with polyangiitis Churg-Strauss syndrome) in children.

Key words: ANCA-associated vasculitis, glomerulonephritis, children.

Anti-neutrophil cytoplasmic antibody (ANCA) —
ACCOIMUPOBAHHbBIE «PEHAIBHBIC» BACKYJIHUTHI SBIISI-
FOTCS 00TIeH TpoOIIeMOoit HepoIoTHH. AKTYaJIbHOCTh
po0eMsl y netel o0yciIoBieHa BRICOKOW YacTOTOMH
pasBUTHS TIIOMEpYJIOHEPpUTA C OCTPHIM TIOBPEXK]Ie-
HUEM TI0YEeK, HEPEIKO C yTPaTol roMeOCTaTHIECKUX
dynxmwii mpu ANCA — acCOMUpOBaHHBIX CHCTEMHBIX
BackynmuTax [1-6]. Ha ocHOBaHWM TOTO, UTO ITOpake-
HUE TI0YEK y TAIMEHTOB SIBJISETCS OJHUM M3 YaCThIX
Y OCHOBHBIX IPOSIBIICHUI BACKYJIUTA, ONIPEACIISIOIIee
TSDKECTh W TIporHo3, R. Valentini, W. Smover (2003)
MIPUMEHSIETCSI TEPMUHOJIOTHS «PEHAIbHbIC BACKYJIHUTHI
y JeTei», 9To OTpakeHOo B Kiaccudukanuu [2].

E.T. EropoBa u coarr. (2007) moguepKuBaroT, 4TO
ANCA — OBICTpO TTPOTPECCUPYIOMINN TTIOMEPYIIOHE (-
PHT B OOJIBIIMHCTRE CITY4aeB aCCOIMUPOBAH C CHCTEM-
HBIMHU BaCKYJIUTaMH, HO Y YaCTH B3POCIBIX OOJILHBIX
MPOTEKAET KaK «A30JIMPOBAHHO-TIOYEUHBIN BACKYIIHT)
[7]. B 3apy0eskHOI TUTEpaType 3TOMY COOTBETCTBYET
tepmuH «Renal limited vasculitis» [1, 2].

I'momepymoredputst ipu ANCA-acconmmmpoBaHHBIX
BaCKYJIMTaX Y JIETeH — 4acToe U OCHOBHOE IIPOSIBIICHHE,
MPOTEKAIoIIee TSKEIO C BHICOKUM PUCKOM OCTPOTO
MOBPEXKJICHUS TTOYEK C UCXOJIOM B TEPMUHAIBHYIO TO-
YEYHYIO0 HEIOCTAaTOUYHOCTE [ 1-4].

Heo0xoauMocTh U3MEHEHHS TPAJAUIIMOHHO CIIO-
JKUBIIEWCS TpakTHKU jJedeHus aeteir ¢ ANCA-
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ACCOIMUPOBAaHHBIMU BAaCKYJIUTaMH C TIIOMEpYJIoHE]-
PHUTOM B IEAUATPUYECKHUX KapANO-PEBMATOIOTMIECKIX
OTZENICHUSIX TIEANATPaMHy, He UMEIOIIMMH CIIeIHaIn3a-
1M 110 HEPPOJIOTUH U cepTH(UKAT HEPPOIIOTa, UMEET
ob6ocHoBanue. Jlersm ¢ ANCA-acconnrpoBaHHBIMU
BACKYJIUTaMU C IIIOMEPYIOHE()PHUTOM, YacTO IpOTe-
KaIoOIUM C IOYEYHOH HEZOCTAaTOYHOCTBIO, CIIENyeT
OKa3bIBaTh CHELUATU3UPOBAHHYIO HE(PPOIOrHUeCcKyIo
MOMOIIb B MEAHATPUYCCKUX HEYPOIOTHUECKUX OT-
JENICHHUSX U KIIMHUKAX.

Knaccuguxayusn cucmemnvix eackynumos

B nureparype oOmenpuHsTa KnaccuuKamnms cu-
CTCMHBIX BACKYJIUTOB C YUCTOM KaJ'II/I6pa BOBJICHCHHBIX
B MMMYHOIIaTOJIOTHUECKUI Tpoliecc coCyaoB (KpyI-
HOTO, CPEHETO, CPEIHETO0 U MEIIKOTO, MEJIKOro) [ 1-6].
Knaccudukanum BacKylIMTOB y JeTEd U B3POCIBIX
MAaIMEeHTOB MMOCTOSHHO COBEPIICHCTBYIOTCA. S. Ozen
(2006, 2009) npennoxxeHa HOBas KiaccHpUKAIUS
BaCKyJUTOB y neteid (tadm. 1) [1, 4].

B cooTBercTBMY ¢ HOBOII HOMEHKJIATYpOM U KJlac-
cudukanueit BackyauTos, International Chapel Hill
Consensus Conference Nomenclature of Vasculitides
(2012), k ANCA-acconnpoBaHHBIM peHaJIbHBIM Ba-
CKYJIUTaM OTHOCAT: MI/IKpOCKOHI/ILICCKI/Iﬁ IIOJIMAHT'UUT
(Microscopic Poliangiitis); rpaHynemMaro3 ¢ moiuaH-
runtoM Berenepa (Wegener Granulomatosis); 203uHo-
(GUITBHBIN TpaHyJeMaTo3 ¢ MOJUAHTHUTOM (CHHIPOM
Yapra—Crpocc/Churg—Strauss) (tadim. 2) [5, 6].
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Tabnvua 1
Hoeas knaccudukauns BackysmToB y aeten
(S. Ozen et al., 2006, 2009) [1,4]

1. MpenmyLLecTBeHHO KPYNHOro kaambpa BacKy/InT
ApTtepunt Takayasu
[MraHTOKNETOYHBIV apTeEPUNT
2. [MpenmMyLLecTBEHHO CPEAHEro kannbpa BacKyinT
Y3enkoBbIi NoNnapTepumT
KaBacakun (Kawasaki) 60n1e3Hb
3. MNpenmyLLecTBeHHO MeJIKOIro kKaambpa BacKy/InT
A. l'paHynemaTo3
'paHynemaTo3 Berenepa (Wegener)
CuHppom Yapra—Ctpocc (Churg-Strauss)
B. HerpaHynematos
MUKPOCKONMYECKNIA MOANAHTUNT
Mypnypa LLenneHa-leHoxa
MMNnoKoOMNIEMEHTAPHBIN YPTUKAPHbIA BACKYNNT
4. [lpyrmne BackyanTbl
Behcet 3abonesaHuve
BTopunyHble BacKynnTbl Npu MHOEKUMAX
Backynutbl, accoummpoBaHHble ¢ 601e3HIMN
COoeaVHUTENbHOW TKaHU
M3011MpOBaHHbI BACKYSIUT C BPOXAEHHBIM HEPPOTUYECKUM
CUHOPOMOM
Cogan cnHgpom
He knaccudbuumpyemblin BacKynuT

Tabnuua 2
HomeHknaTtypa un knaccundpukaumnsa BackysiMToB,
npuHsaTas International Chapel Hill Consensus
Conference Nomenclature of Vasculitides
(2012) [5]

KPYIMHOIO KAJINBPA BACKYJIUT
ApTepumnt Takayasu
[MraHToOKNEeTO4YHbIN apTepumnT

CPEOHEIO KAJINBPA BACKYJINT
Y3enKkoBbI nosmapTepumt
KaBacakun (Kawasaki) 601e3Hb

MEJIKOIO KAJIMBPA BACKYJINT
ANCA-accoummpoBaHHbIVi BACKYIUT
MukpocKkonuyeckui NoOAnaHrmnT
[paHynemarto3 ¢ nonnaHrmmtom Berenepa
(Wegener)
D03UHODUABHBIA FPaHYNEMaTO3 C NOIMAHTUNTOM
(Hapra—CTtpocc /Churg—Strauss)

UMMYHOKOMIMIEKCHBIV MEJIKOro Kaimbpa BacKy/InT

C aHtntenamu Kk GBM 3abonesaHue
KprornobynmHeMmnieckumin Backynmut
IgA Backynut (LennenHa—leHoxa)
[MNoKoMNNeMEHTapHbIN yPTUKaPHbIA  BaCKyuT
(AHTN-C1q BackynuT)

Yacrora BacKyJInTOB, accoliuupoBaHHbIX ¢ ANCA
y aeteit, cocrasiuser 2,75-2,4 Hal MIH AETCKOTrO Ha-
ceneHns [8]. MUKpOCKONTNYECKUI IOJTMAHTHUT U Ipa-
HyJIEMaTo3 C MOJIMaHTMUTOM Berenepa BcTpeuarorcs
10 Ha 1 mutH B 001mIe# nomyssiimu [8].

Ilamozenes eackynumos, accouuuposannwvix c ANCA

B pazsutinn ANCA-accoumnpoBaHHOTO BaCKyJIMTa
y AeTei UMEeIOT 3HaueHNEe NHPEKIUH, HHPEKITMOHHOE
BocnajeHnue [8, 9].

[TonTBepxnena pons B-mumdonuros, npogyuu-
pyromux ANCA. B-kiieTkn NpuCyTCTBYIOT IpH Ha-
3aJIbHOM TopakeHHH U B 10% HHTEpCTUIIMAIBHOTO

uH(UIBTpaTa y MalMeHTOB ¢ PeHATBHBIM MIOPAKEHUEM
[8]. T-xmeTouHbIe IUTOKUHBI BIUSIOT HA aKTHBHOCTD
B-kneTok yepes moBEpXHOCTHBIE PEHENTOPHI, MOCIIe
aKTUBAIIMHM U CO3peBaHus B-KieTku mepemerarorcs
B y4acTku Bocnajenus. [Ipomudepanus u nqudde-
penmmanus B-mumponuros meauupyercs CD 20-mo-
BEPXHOCTHBIM aHTHUTE€HOM, KOTOPBIN SKCIIPECCUPOBAH
Ha B-nmumdornurax. B-KiIeTouHbIi perenTtop uMeeT
KoMmIieke koppenentopoB: CD19 u CD21. Ilpnu
ANCA-accounnpoBaHHBIX BaCKYJIUTaX MOBEPXHOCTh
skcnpeccun CD19 na B-knetkax Ha 20% HIDKE, yeM
y 37I0pOBBIX JIronei [8].

Kak u3BecTHO, HEUTPODUIBHBIE TPAHYIOMUTHI
(HI') urparoT OCHOBHYIO POJb B €CTCCTBEHHOM HM-
MyHHOM oTBeTe. HI '-KopoTkoxuBy1ue ket (6 14— 3
CYT), OCYILECTBIISIOT TPOTUBOUHEKIIMOHHYO 3aIUTY
B T€UEHHE MEPBBIX 96 4 MHOUIIPOBAHUSI (3aXBAaT BO3-
OyauTeNs ¥ YHHYTOXKEHHE C TIOMOIIBIO TPORYKIUN
CBOOOJHBIX PAUKANOB U MPOTea3, KHUCIOPOI3aBUCH-
MOTO «PECIHPATOPHOTO B3PBIBa» U KUCIOPOJHOHE3A-
BucuMoro mexanusma) [10]. Amonroz HI' siBistercst
€CTECTBEHHBIM ITyTeM T'HOeNn B oyare MOpaKeHUs
(Makpodar morormaeT anmontornyeckuii HI'). Amor-
T03 HI" nrpaer BaxxHy0 poJib B IPEKPALIEHUN OCTPOH
BOCHAJINTENLHON peakui U HHTEPIPETHPYETCS Kak
OpPraHM30BAHHBIN ITPOLIECC YAAJIEHMSI KIIETOK, KOTOPbII
orpannuuBaeT Bocmasienue [10]. MoHOIUTHI TaKxke
MOTJIONIAIOT MUKPOOPTaHU3MBI KaK B KPOBH, TaK U B
TKaHSX, B TKaHAX TUPPEepeHIUPYIOTCS B Makpodaru
(mormomatoT Mukpoopranusmsel) [10]. Peanuzanms
arnonToTudeckoil mporpammsl HI' MoxkeT ObITH MOAM-
¢unmpoBana B odare BOCHAJICHHS PSIIOM (aKTOpPOB,
cpenu KoTopbix kommoHeHT C5a komruiementa, TNF-
o [10]. ®axTop Hekposa omyxonu (TNF-o) BeI3bIBaeT
arnonrro3 HI™ nnwm, mHaob6oport, akrusuzupyet HI™ [10].

B cootBeTcTBUM ¢ JaHHBIMU JINTEpATypsl, J. Vam-
vakopoulos u coart. (2010) mpeacTaBIsiOT MEXaHU3M
MOBPEXKICHUS SHAOTEIUS COCYJIOB MEJIKOTO Kanubpa
npu ANCA-accOIMupoOBaHHOM BAaCKYJIUTE CICHYIO-
muM o6pazoMm (puc. 1) [8]. HI, akTuBupoBanHbIC
TNF-0, moOmmsyror nporennasy-3 (PR-3) u mue-
nmonepokcunazy (MPO) u3 rpanyn Ha MOBEPXHOCTh
KieTkH, 4yTo no3BoiisieT ANCA-aHTUuTeIaM CBSI3aTh U
aKTUBHPOBaTh HeWTpohuisl [8]. [lomHas akTuBamms
HEUTPO(DUIIOB IPOUCXOAUT TMOCIIE TOTO, KaK aHTHUTCH
cBspKeTcst ¢ Fab yuacTkoM aHTHTENA ¢ ITOCIIe Ty FOIIM
cBa3piBanneM ¢ Fc ramma nenu perentopa (FcyR)
FcyRIla u FcyRIIIb [8, 9]. AHTHUTeHHBIC MHUIICHU
U3 TpaHyl HEUTPO(DUIOB WM JTU30COM MOHOIIUTOB
(PR-3 nporennasa-3, MPO-Muenonepokcuiasa) cBs-
3piBaroTcsi ¢ ANCA (IgG antineutrophil cytoplasmic
autoantibodies), BbI3bIBasi MOBPEXKICHHE YHIOTEIHS
cocynos [8, 9, 11].

17



ISSN 1561-6274. Hedponorusa. 2014. Tom 18. Ne3.

Infection / inflammation
© o

@ Neutrophil © NCA

<= Endothelium AANCA

B/T-cell o
@ iy FoR " oo S
@ Plasma cell A
o
3 Inflammatory mediator £

Respiratory burst

X

ANCA sstores cneruduyeckumu [gG ayToan-
TUTEJIAMH K aHTUT€HAM IIUTOILIa3Mbl HEUTPO(DHUIIOB U
JIU30COM MOHOITUTOB: aHTHUTEJA K MUEJIONIEPOKCH 1a3e
HI' (MPO-ANCA) — cneniuduueckass ”AMMYHOJIOTH-
YecKast XapaKTepUCTHKa MUKPOCKOITMYECKOTO TOJIH-

© Cba
O Properdin
© Factor B
O C3

Cc5

(C3b)nBbP
C5 convertase

I +C3b

C3bBbP ==
C3 convertase

C3 C3b

C3b(H,0)BbP
Alternative pathway convertase

18

Neutrophil

Puc. 1. NaToreHes cMcTeMHbIX Ba-
CKYIMTOB, aCCOLUUMPOBAHHBIX C
ANCA (Vamvakopoulos J., Savage
C., Harper L, 2010) [8].

Infection/inflammation — nndexumnsa/
BocnaneHue; Neutrophil — HelTpo-
dun; Endothelium - anpotenu-
ym; T/B-cell — T/B-kneTkn; Plasma
cell — nnasamaTnyeckasa knertka;
Inflammatory mediator — megnaTtop
BocnaneHus; Respiratory burst —
pecnnpaTopHbIii B3pbIB.

aHTUHTa, anTuTena k nporenHase-3 HI' (PR3-ANCA)
— rpanyiemaro3a Berenepa [5, 8]. [Ipu Muxpocko-
MAYECKOM IMOJIMAHTUUTE Y JACTEH B psJic Claydacs
omnpenensercs nopeimeHne kak MPO-ANCA, Tak u
PR3-ANCA.

Proinflammatory
cytokines

Puc. 2. Paboyaa moaenb akTu-
BaUMN CUCTEMbI KOMMIIEMEH-
Ta Mo anbTEePHATUBHOMY MyTun
npn ANCA-accounmpoBaHHOM
Backynute (no M. Chen, C.
Kallenberg (2010), J. Yauan,
M. Chen, M-H. Zhao (2013)
[11,12].
Alternative pathway convertase —
KOHBEpPTa3a aibTEPHATUBHOIO
nyTn; C3—-C3 KOMMOHEHT KOM-
nnemenTa; C5 (Cha, C5b) kom-
MOHEeHTLI komnnemeHTa; Cha R
peuentop ana C5a kKoMnoHeHTa
komnnemeHTa; Neutrophil — Heln-
Tpodun; Infection — nHdpekums.
P i Proinflammatory cytokines —
i * 9“_ i NMPOBOCMNANUTENbHbIE LUTOKUHbI;
Degranulation — gerpanynauus;
Vascular endothelium - cocyau-
CTbIl 3HOOTENNIA.

Vascular endothelium
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M. Chen u coagr. (2009), J. Yuan u coast. (2013)
B maroreHe3e ANCA-accolMMpOBaHHBIX BACKYIUTOB
OTBOJISIT IEHTPAJIBHYIO POJIb AKTUBALIUH CHCTEMbI KOM-
IUIEMEHTA T10 aJIETEPHATHBHOMY Iy TH ¢ 00pa3oBaHueM
C5a, B3anmoneiicteuro C5a u C5aR, mpusoasiemy k
Jerpanynsanun Heiitpoduios (puc. 2) [9, 11, 12]. Kax
u3BecTHO, CS5a, C3a, C4a KOMIIOHEHTHI KOMILIEMECHTA
SIBIISIIOTCST TIPOBOCIIATTUTENBHBIMU (hakTopamu (Xe-
MaTTPaKTaHThI, aKTUBATOPHI MPOAYKIINU TUTOKHHOB,
WH/IYKTOPBI OKUCIUTEIBHOTO B3PHIBA, ETPAHYISIIUH
kietok) [10, 12]. Autu-MPO HI/antu PR3 HI, ak-
TUBAIUS KOMIUIEMEHTA IO aJbTePHATHBHOMY ITyTH
MOBPEKIAAIOT DHIOTEIUH COCY/IOB TPEUMYIIECTBEHHO
MeJKoro kanubopa [8, 11, 12].

Mopdgonozuueckue knaccupuxkayuu ANCA-
aAccouuUpOBAHHBIX 2710MePYI0HePpuUmos

A.E. Berden, F. Ferrario, E.C. Hagen u coasr.
(2010) B rucTOmMaTOJIOTHYECKON KiIaccu(UKALIUN
ANCA-acconurpoBaHHbIX ITIOMEPYJIOHE(HPHUTOB BbI-
nemny 4 kiaacca Mopdoiornueckux n3MeHenuid [ 13].

E. Muso u coasnrt. (2013) onuchIBarOT MaTOIOTH-
YeCcKHUe MapaMeTphl, MOKa3bIBAIOIINE aKTHBHBIC U
XPOHHYECKHE TIIOMEPYISIPHBIC, TYOYIOHMHTEPCTH-
LHalibHble, BacKyisipHble uaMeHeHus npu ANCA-
ACCOLMUPOBAHHBIX BacKyIHuTax [14].

Paspaboranubie Mopdooruueckue Kiaccuduka-
nuu ANCA-accounupoBaHHBIX IIOMEPYJIOHE(PPUTOB
[13, 14] mporpeccuBHBI U PAKTUYHEI.

Mukpockonuueckuii nonuanzuum (Microscopic
polyangiitis) y oemeii

MUKpPOCKOITMYECKUN MMOJUAHTUUT, OIMCAHHBIN
B 1948 rony, xapakrepusyercs HEKpOTHU3UPYIOIIUM
BACKYJIUTOM C TTOPAKCHUEM MEJIKHX COCYIOB (KarHJI-
JISIPOB, BEHYJ, apTepuo), B 78—90% ¢ HEKpOTHU3UpyIo-
MM OBICTPO TMPOTPECCHPYIONINM TIIOMEPYIOHEPPH-
TOoM, B 60% — JIETOYHBIMH TIPOSBICHUSIMH, B 75% — 110~
BoiieHrneM pANCA/MPO (muenonepokcuiasza) [ 1-3].

Anturennsie mumeHn ANCA-accOrMupoOBaHHOTO
MHUKpOCKomuueckoro moauanruura (MPO-
Mmuenonepokcuoasa ) [1-3, 15].

Yacrora KIMHUYECKUX CHMIITOMOB IPU MHUKPO-
CKOIIMYECKOM TIOJIMAHTHHUTE: MUAITUU, apTPHUTHI,
aprpairun (30—-65%), KokHas Mypriypa WIH dpHUTe-
Ma, KOHTaKkTHast KpoBoTounBOCTh (40-58%), 6omu B
x)uBote (30-58%), nopaxkenue jerkux (57—100%),
KeJyJouYHO-KuIeyHble KpoBoteueHus (20-30%),
nopaxxenus a3 u JIOP-opranos (30%), nuxopan-
ka (50%), aprepuanbsHas runepreHsus (40-50%),
M30JIMPOBaHHBIN ModeBoil cunapom (20-30%) mium
MIPOTPECCUPYIOIIUI TIIOMEPYIIOHEPPUT C TIOUCHHOH
HepocTarouHocThio (70-90%), Tpebyromuit Auanu3a
(50%), BeIcOKHMIT TUTP anTUTEN p- ANCA/MPO- Mue-
nonepokcunasa (75%) [1-3, 8, 15]. Ilo mamum man-

HBIM, Y JIeTell ¢ MHUKPOCKOIINYECKUM TOJIMAaHTUATOM
MOJTBEep K AaeTcs BUpycHas (repriec 1, 4, 5 Tuna) wim
XJaMUJIMiHAs, MUKOIUTa3MO3HasA, OakTepuanbHasi,
mMukorndeckas uadeknus B 100% ciaydaes.

B ne6iote ANCA-accomuupoBaHHOTO BACKY-
JUTa y JAETeW NUarHOCTUPYIOT MOYEUHO-JIETOUHBIN
cunipoM B 57-100%, ¢ OBICTPO IIPOIPECCUPYIOIIAM
DIOMEPYIOHE(PPUTOM 1 TIOUSUHOW HEZIOCTAaTOYHOCTBIO,

Tabnuua 3
Mopdonoruyeckaa knaccudukauMoHHana
cxema ANCA-accoummpoBaHHOro
rnomepynoHedppuTta
(A.E. Berden, F. Ferrario, E.C. Hagen et al., 2010) [13]

Knacc
Focal/dokanbHbin

Crescentic/ nonynyHHbIn
(c nonynyHnamm)

OCHOBHbIE KpUTEPUN

> 50% HopMasibHble Kiybo4Kkm

> 50% kny6o4kM C KNETOYHbIMU
NoNyNyHUSMU

< 50% HopManbHbIX, < 50% ¢ no-
nynyHuammn, < 50% ¢ rmobanbHbIM
CK1EPO30M KIyO6OoUKM

>50% rno6anbHO CKNepPO3NPOBaAH-
Hbl€ KJTyOO4KM

Mixed/cmeLuaHHbIi

Sclerotic/cknepoTunyecknii

Tabnuua 4
MaTonornyeckmne napameTpbl, NoKa3biBaoLMe
aKTUBHbIE UJIN XPOHUYECKNE UBMEHEHUS NPU
ANCA-accouunpoBaHHOM BacKynuTe
(E. Muso et al., 2013) [14]

[MomepynspHble U3MEHEeHNs

AKTUBHbIE XpOHI/I'-IeCKI/Ie n3ameHeHns

MesaHruonponudepatusHblie | CknepotTnyeckmne
N3MEHEHNs

SHpookanunnapHas runepkne- | MobanbHbI CKIepos
TOYHOCTb

«Tuft» HeEKpPO3 CermeHTapHbIn Cknepo3

dopmMmurpoBaHne KNeTouHbIX, | PUBPO3HbLIE NONYNYHUS

bUBPO3HbLIX MNOJYNYHW >50% /<50%

>50% /<50%

Pa3spbiB kancynbl BoymeHna Apresus
Konnanc

TybynonHTepCTMLMAsIbHBIE UBMEHEHMS

AKTUBHbIE XpoHndeckne n3aMeHeHus

Ty6ynut ATpodua KaHasbLLEB

PaspyweHue 6a3anbHoi MeM- | IHTepcTuumanbHelin prubpo3
OpaHbl kKaHabLEB

MHTepcTnumansHasa Kneto4yHas
VHPUNLTPaLNS

paHynemaTo3HOe U3MEHEHNE

MepuTyOynapHbI KanUANSpUT

CocyancTble n3MeHeHus

AKTUBHbIE XpoHndeckne n3aMeHeHus
HekpoTusunpyiowme ApTepurocknepos
OHpoapTepumnT

KnetoyHasa nHounstpaums

Tpom603amb013m

paHynemMaTo3Hble NMOBPEX-
LeHns
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Tpebyromeit nuanmsa B 30-50% [1-3, 8, 15]. Muorue
aBTOPHI YKa3bIBAalOT HA TO, YTO BHAUYaJIe B TCUCHHE
HECKOJIBKHUX HEJEeIb WU MECSIEB MaToJIOTHs I0-
YeK y JeTell ¢ MHUKPOCKOIMYECKUM MOJTHAHTUUTOM
XapakTepusyeTcss MUHIMaIbHbIM MOUEBBIM CHHJIPO-
MOM (MUKpOTeMaTypHei u/Wim MpoTenHypurei) ¢ co-
XpaHHOU (PYHKITHEH MTOYEK, a K MOMEHTY ITOCTaHOBKHU
Iuar€o3a — OBICTPO MPOTPECCUPYIOIIUM TIOMEpY-
JOHE(PHUTOM C MTOYEUHOW HEJJOCTATOYHOCTHIO [1-3,
8, 15]. Y nmereit ¢ BBICOKOI CTCIEHBIO aKTUBHOCTH
MHUKPOCKOITUYECKOTO MOJIMaHTHUTAa MaHH(eCTaIHsI
pEeHaJIbHOTO CHHApPOMA C IIoMepyloHeppuTom (1o
Ouorcuyu HEKPOTHU3UPYIOIIEro) U OBICTPO MpoTrpec-
CUpYIOIEeH MOYEUYHOH HE0CTATOYHOCTHIO, MOBBI-
menueMm p-ANCA/MPO (Muesnonepokcuasbl), pexe
c-ANCA/ PR3-nporeunassr [1-3, 8, 15].
I'panynemamo3 ¢ noauancuumom Bezenepa
(Granulomatosis with polyangiitis Wegener's)
I'panynemaros ¢ monmanruutom Berenepa — cu-
CTEMHBIM BAaCKYJHUT, XapaKTEPU3YIOLIMIICs rpanHy-
JIEMaTO3HBIM BOCTIAJICHHEM W HEKPOTHU3UPYIONIIM
BACKYJUTOM C MOPAXCHUEM MEJIKHX U CPEJHHUX CO-
cynoB, mpotekaeT B 50-70% c rmomepynonedpurom,
nosbiieHueM ANCA/PR3-niporenHasbl uin pexe
ANCA/MPO [1-3, 16]. [Ipu Backyaute Berenepa
MOPaXKaIOTCS COCYABl MEJIKOTO U CPeIHEro Kaianopa
[6, 16]. DTOT BacKyauT Halie BCTPEUAETCS B TOMI-

pPOCTKOBOM BoO3pacTe. KinmHu4Yeckue mposiBIeHUs
BackynuTa BereHnepa: npusHaku rpanyineMaTo3HOTO
MOPaKCHUS CITM3UCTHIX 000JI0YEK HOCOTIIOTKH, PTa,
CUHYCHT, KPOBSIHUCTO-THOWHBIC BBIZICIICHUS U3 HOCA,
niepdopaius eperopoaKt Hoca, SI3BEHHBI CTOMATHT
(90-100%), remaTypusi, IPOTEUHYPUS UITU OBICTPO
MPOTrPEeCCUPYIONIUI TIIOMEPYIOHEPPUT € TOYSUHOM
HemocTatouHoCThIo (0T 10 10 53% B teTckoM Bo3pac-
T€), MOpaXXCHHUE Tpaxew, OPOHXOB U JIETKUX (Kallelb,
KpOBOXapKaHbe, MHEBMOHUH, TIEBpUTHI) (87-93%
B NEIUATPUUYECKONW TOMYJSIHNH), KOHBIOHKTHBUT,
KEpaTUT, YBEUT, CUMIITOM «KpacHBIX Ta3» (53% y
nereit), orut (10-30%), nuxopanka (50% u Gonee),
Herponarus (12%) BRICOKHE TUTPHI KJIACCUYECKOTO
c-ANCA/PR3-nporennassr (70-90%) [1-3, &, 15,
16]. Ilpu Backynute Berenepa BBIABISIOT MOA-
CBSI30YHBIN CTEHO3, TpaxeadbHbIH, OPOHXHAILHBIH
creHo3sl [16]. Jluarnos rpanyiemarosza Berenepa
OCHOBBIBACTCSl HA CUMIITOMAaX MOPaKCHHsS IMOYEK,
OpraHoB JBIXaHHS, HEKPOTU3UPYIOIIEM H I'paHyJe-
MaTO3HOM BOCTIQJICHUU COCY/IOB MEIKOr0 KaiuOpa
(ructomnaromnorus), noBeimennn PR3-ANCA, pexe
MPO-ANCA, pesynbratax MOpGOIOTHICCKOTO UC-
clemoBaHus OMOTTATOB MOYKH [16].

Dosunounvnbiit zpanynemamos ¢ nOAUAHZUU-
mom (Yapza—Cmpocc), Eosinophilic granulomatosis
with polyangiitis (Churg—Strauss)

Tabnuua 5

XapakTepucTuku rpaHynemaro3sa BereHepa, MMKPOCKONMYECKOro NosivaHrumtTa v
aHrunTa Yapra—Crtpocc y neguatpnyeckux naumneHToB

XapakTtepucTumka 'paHynemaTo3 BereHepa Muwuikpockonuyeckuii noavaHrmT | AHrmmnt Yapra—Crpocc
1gG/ ANCA nonoxutensH. | 90 % 70 % <50 %
AHTUrEH MpoTtenHasza 32 Muenonepokcupgasa > lpo- | Mnenonepokcugasa > lNpoten-

TenmHasa 3

Ha3a 3

Mepundepnyeckas a03un-
Hodunusa

Pepnko ( ymepeHHas)

OueHb 4acTo (BbiCOKast)

mctonorus

HekpoTunsunpyowmii BacKynuT rpa-
HY/1IeMaTO3HOr0 BOCNaNeHns

HekpoTuaupytowmin Backynmt
6e3 rpaHynemMaTto3HOro Boc-
naneHums

HekpoTnsnpyowmin BaCKynuT —
rpaHynemMaTto3Hoe BocrnaneHue
— TKaHeBas 303MHOPpUNnA

Jlnxopanka, noTeps mac-
Cbl TENna

OyeHb YacTo

OueHb yacTo

OyeHb YacTo

Yx0, ropno, Hoc

CuVHyCHUT, raliMopuT, HOCOBOE KPO-
BOTEYEeHue, A3Bbl CIM3NCTON 060-
JIOYKM pTa 1 HOCa, NOOCBSA304HbIN
CTEHO3, OTUT, CHUXEHME Chyxa

OTCyTCTBYET MM YMEPEHHBIIA

Monunel Hoca, annepru4yeckuit
PUHWUT, CHUXEHWNE cnyxa

Nerkne Y3enkn, HOUNLTPaThl, KABEPHO3- | ANIbBEOSIAPHBIE FeMopparnn AcTma, neroyHble MHOUNLTPATHI,
Hble MOPaXeHWs1, PeaKo afibBeoNAp- penko anbBEOJSIAPHbIE FreMOp-
Hbl€ remopparnn parum

Mouka CermMeHTapHbIii HeKpPOTU3NpPYoLWLMIA | CermMeHTapHbI HeKPOTU3MpYio- | CerMeHTapHbIi HEKPOTU3NPYIO-
rnoMepynoHedpuT (rpaHynemartos- | LWnii romMepynoHedput L1 rnomepynoHedput
HOe BocnasneHune B briontatax pexe)

Mmas KOHBIOHKTMBUT, (9nun) cknepwuT, | MIHorga (anu) ckneput, yBeuT MHorga (ann) cknepur, yBeuT

dnermoHa opbuThl, yBEUT

Mepudepuyeckuin Heps

MHorpa BackynnTHasa Henponartums

YacTo BackynuTHas HeiponaTus

YacTo BackynMTHas HeiponaTus

Cepaue

WHorga rnopaxeHusd knanaHos

Pepnko

YacTo kapguomuonaTus, nepu-
KapauvanbHbli BINOT UK nopa-
XEHUs KNlanaHoB cepaua

20



ISSN 1561-6274. Hedponorusa. 2014. Tom 18. Ne3.

Cunapom Yapra—Crtpocc — 3TO ajuIepruyecKuii
rpaHyJeMaro3 v MOJIUAHTUHT, KOTOPBIH acCOMMPOBAH
¢ noseimieHueM p-ANCA [1, 2].

Cunnpom Yapra—Crtpocc xapakrepusyercs OpoH-
XHAJIBHOM acTMOil, 303nHO(IINEH (B KIMHHYECKOM
aHanu3e KpoBu do03uHouiaus 6omee 10%), skcra-
BaCKYJSIpHON 203MHOMUINEH 1O TaHHBIM OWOTICHH,
PEHTTEHONIOTUYECKUMU TIPU3HAKAMU JICTOYHBIX WH-
(unBTpaToB, raliMOPUTOB, JTUXOPAAKOH, ITIOMEpPYII0-
HEe(PUTOM U MOYCUYHON HEITOCTaToO4HOCThIO B 20% B
JIETCKOM Bo3pacte, osbsiieHueM p ANCA [1, 2, 15].
IIpu cunapome Yapra—Crpocc y neTeit quarHoctu-
pyroT OponxuanbHyto actMmy (90%), 03uHODHINIO
u nossienne IgE B kpoBu (100%), cunycut (80%),
KOKHBIE ayuieprudeckue mposisienus (70%), pexe ra-
CTPOMHTECTHHAIBHYIO U CEPIICUHO-COCYAUCTYIO ITaTO-
noruto (40%), netiponatuu (40%), rmomepyinonepput
¢ remarypueil u nporeunypuei (10-20%) [1, 2, 15].

F.Vanoni u coasr. (2010) 06001111 0ocoOeHHOCTH
rpanysiemMaro3a Berenepa, MUKpOCKOITUYECKOTO MO~
aHTHHTa, Y03uHOPIIbHOTO anrnuTa Yapra—Ctpocc y
NeAMAaTPUYCCKUX MalMeHToB (Tadi. 5) [15].

Cmpamezusn mepanuu ANCA-accouuuposannozo
eackyiuma

BBezieHne KOPTUKOCTEPOUIOB U MUKIO(hoCchaMu-
na (mynbc-tepanus) npu ANCA-accoruupoBaHHOM
Backynute (rpaHysiemaro3 Berenepa / MUKPOCKOIH-
YEeCKUH MOJIMAHTUUT) € TIIOMEepyJIoHEe(ppUTOM y eTe
MIPUBEIIO K BEIPAKEHHOMY MOJIOKHUTEINEHOMY 3 deKTy.
[TanreHTam, y KOTOPBIX Pa3BUBAIKChH TSDKENBIE T1O-
00uHbIe 2Q(EKTHI OT MyNLC-TEPANTHU IUKIOPOCHaHOM,
PEKOMEHIOBAITH ITEPEBOJT OT IMKI0pochamua Ha a3a-
THONIPYH. Y TAIMEHTOB ¢ MEHEE TSKEIIBIM TCUCHUEM
BACKYJIUTA MPU JICYCHUH METOTPEKCATOM JIOCTUTAH
xoportrero pe3ynsrata [1-3, 15].

A. Bakkaloglu u S. Ozen (2008) [3] pekoMeHyIOT
netsiM ¢ ANCA-accoruupoBaHHBIM BaCKYJIUTOM ITPO-
BOJIUTH BHYTPUBEHHO MYJbC-TEPANTUI0 METUITIPE/-
Hu3oioHOM Nel—3 (15-30 mr/kr/cyT, MakcuMasbHast
no3a 0,75—1 r/cyt). [locne myabc-Tepanuu nepexoasiT
Ha TIPEAHU30JIOHOTEpanuio 1,5 MI/Kr/CyT, yepe3 poT
(MakcuMasbHast 03a 60 Mr/cyT), 3areM He paHee 2—4
HEJIeb, TOCTENCHHO CHIKAIOT 10 1,0 MI/KI/CYT, 3aTeM
7103y CHIDKAIOT Kaxkple 2 Hent 1o 10 Mr/cyT, KOTopyro
MIPOOJDKAIOT Yepe3 AeHb 70 1 roja mocie peMuccuu
[3]. [Tpu ANCA-accouMupoOBaHHBIX TIIOMEPYJIOHE)-
pHUTax pEKOMEHIYIOT PETHU30IOHOTEPAIIHIO B J103€ 2
MI/KT/CyT uepe3 potT (MakcuMaibHas 1o3a 80 Mr/cyT)
B TeUeHHE 1-2 Mec, 3aTeM CHIDKEHHE W Tepexoi Ha
MIPOAOIDKUTENBHBIN abTePHUPYIONINH pekuM (depes
IeHsn) [2].

L. Guillevin (2013) ¢ ienbro coXpaHeHUs] pEeMUCCHH
BAaCKYJIMTA Y AIIMEHTOB PEKOMEH/IYeT MPEHU30I0HO-

TEpaIHIO B HU3KUX TeParieBTUUECKUX J103aX B TEUCHUE
18 Mec mim HecKonmbKuX JeT [18].

S. Ozen (2009) pexomMeHAYET AETIM C MHKPOCKO-
MUYECKUM TIOJIMAHTUUTOM TEPATHIO TPETHU30JI0OHOM
B MaKCHUMaJIbHOH J03¢ 1-2 MI/KI/CYT, 3aT€M B MH-
HUMaJIbHOM TepareBTHYeCcKOi, u nmukinodochamu 2
MT/KI/CYT Yepe3 poT WM BHYTPUBEHHO B ITYJIbCOBBIX
nmo3ax 1o 0,75 r/m? (uepe3 3—4 Henm) IS MHAYKIIAH
pemuccuu [1].

st moniepKUBaroIeld Tepanii MUKPOCKOITYe-
CKOTO MOJIMAHTHUTA Y JIETEH 1 B3POCIIBIX IIPUMEHSIETCSI
aszaTronpuH 2 Mr/kr uiu metorpekcar 0,15-0,3 mr/kr/
Heq B TeueHue 6 mec [1, 2, 15].

Ho HecMOTpst Ha IPUMEHEHHE TTIOKOKOPTHKOHIOB
u muknodocpamuna, ANCA-acconMnpoBaHHbINA Ba-
CKYJIUT TIEPEXOIUT B XPOHHUECKOE PELUANBUPYIOIIEE
3a00JIeBaHKE C TPOTPECCUPYIOIIUME OPTaHHBIMH Ha-
PYIICHHUSIMHU, C Pa3BUTHEM PE3UCTEHTHOCTH K TePaITUH
[17].

[Mpu pedpakrepHOCTH K BHYTPHUBCHHOH MMYJIhC-
Teparuy METHITPEIHN30I0HOM WK ITUKI0(hochaHoM
MPOBOIAT TTazMadepes u HH(Y3Ud UMMYHOTIIOO0YITH-
Ha BHYTPUBEHHO ManyeHTaM ¢ Backyaurom [17, 18].
[Tnasmadepe3 B KOMOMHALIMM ¢ UMMYHOCYIIpECCHEH
aBisieTcss d3QPPEKTUBHBIM METOJIOM TEpanuu JeTei
W B3pOCIBIX MAIMEHTOB MPU BACKYIIUTE C TSHKEIBIM
MOpaKeHWEM TIOUEK WIIM JIETOYHBIM KPOBOTCUCHUEM
[1-3, 8, 15, 18]. IIpumeHeHre UMMYHOTJIOOYIHHOB
NpY TpaHyieMaro3e Berenepa 1 MUKPOCKOITMUYECKOM
MOJIMAHTHHUTE OOBSICHSIIOT UMMYHOPETYISITOPHBIM
a¢dhexrom, biokanoit Fe-penenropos, Fe-3aBucumoit
WHTUOWIINK CHHTE3a ayToaHTHTEN B-mumdormramu,
AHTUIIUTOKUHOBBIM 3(dexTom, perynsiueii QyHK-
uu T- u B-cuctemsl. L. Guillevin (2013) B 0630pe
MPHUBOAMUT XOPOIIHE PE3YJIBTAThl KOHTPOIUPYEMbBIX
uccaenoBanuil 3p(HEeKTUBHOCTH Teparuu UMMYHO-
ro0yauHamu [17].

B 0630pax obcykmaercs Tepanus ajieprudecKo-
ro rpanyinemaro3a u nojuanruuta Yapra—Crpocc y
nereit. C yueToM aieprudeckux MposiBICHHN JICTSIM
¢ BackynmutoM Yapra—CTpocc peKOMEeHI0BaHa Mpe/I-
HU30JIOHOTEpanusi B 03¢ 1 MI/KI/CyT uepe3 poT co
CHIDKCHHUEM IIPH JOCTHKCHUU PEMUCCHH, 3aTEM I10/I-
JIEPKUBAIOIIAsl PEMUCCHUIO MTPEIHU30JI0HOTEpAITHS,
tepanus ukinodochamugom [1,15]. D. Jayne (2013)
peKoMeHIyeT Tepanuio rituximab (anturena k CD20
B-nmumdonuror) wm mepolizumab (antu-ILS anTtu-
Tela), KOTopast 1o pe3yJsibraraM MHJI0OTHBIX HCCIIeI0Ba-
HUH IeMOHCTpHUPYET Y3PPEKTUBHOCTH MPH BACKYIIUTE
Yapra—Ctpocc y B3pocCbIX manueHTos [17].

OcHOBHOH TPOO6IEMON UTOCTAaTHUECKOM IMyJbC-
Tepanuu MUKIopochaHoM AeTe U MOIPOCTKOB C
MHUKPOCKOITYECKIM MOJIMAHTHATOM, TPaHYJIEMaTO30M
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C TIOJIMAHTMHTOM Berenepa sBISIFOTCS TOKCHYHOCTb,
WH(DEKIMOHHbBIE OCIOKHEHHSI U Manas dhdexTus-
HOCTb.

D. Jayne (2013), L. Guillevin (2013) pekoMeHyIOT
METOTpEeKcaT U MUKO(EHONaT MOQETHIT KaK ajbTep-
HaTUBHYIO IUKIO(OochaHy Tepanuio y B3POCIbIX
narueHToB ¢ ANCA-acconnupoBaHHBIM BaCKYJITUTOM
[17, 18].

VYenenHo npuMEeHsIOT HHIMOUTOPBI CHHTE3a Hy-
KJIeoTu10B (MuKodeHonar Mmogerun) y nereit c ANCA-
aCCOLMUPOBAHHBIM BacKynuTom [1-3, 15].

B nacrosmee Bpems npu ANCA acconunpoBas-
HBIX BaCKyJIHMTax Halula MPUMEHEHUE OHOTeparms:
rituximab-anturena k CD20 B-numdonutos u
mepolizumab-antu-ILS5 antutena [17-19].

C yuerom marorene3a ANCA -acCOITUMPOBAHHOTO
BACKyJUTa TEpanusi PUTyKCUMaOOM-aHTHTEIaMHu K
CD20B-nmumdornutoB 000cHOBaHA 1y ieTeid. Tepanus
PUTYKCUMa0OM MOYKET PUBOIUTH K HCTOIICHHIO ITyJIa
B-Kk1eTok, rumoOMMMYHOTIIOOYIMHEMUH, PEAKIIHIM
THIIEPUYBCTBUTEIBHOCTH U Pa3BUTHIO MH(DEKITMOHHBIX
OCIIO)KHEHHI, 3TO CJIEAyeT YYUTHIBATH MPH TEPalHH
PUTYKCHMAOOM Y JIeTeH, yKe HMEIOINX HH(PEKIUH
Ppa3IMYHON JTOKAIU3alUH.

B cooTBeTcTBUU ¢ peKOMEHJALUSAMHU, Y JI€TeH ¢
ANCA-acconuupoBaHHBIM BaCKyJIUTOM MEIKOTO
KaJauOpa TpH TSHKEIOM TEUCHUH TPUMEHSIOT MTYJbC-
TEpanuio METHIPEAHU30JIOHOM, THUKIOPOochaHoM;
Tepanuio MEeTOTPeKcaToM WM MHUKo(peHonat mode-
TUJIOM, pUTyKCUMaOoM, 1iasmadepe3om, HHy3uei
HMMYHOIJIOOYJIMHOB, TPOJOJDKUTEIBHYIO TPETHI30-
nonotepanuto [1-3, 8, 11, 15, 16].

AHTHKOAryIsSHTHas U aHTHArperaHTHas Te-
pamnus BKJIIOYEHa B NMPOTOKoibl jJedeHust ANCA-
ACCOIMUPOBAHHOTO BACKYJIHUTA Y AeTel [2, 16].

D. Jayne (2013) B HOBOI#l cTpareruu Tepamuu
ANCA-accounupoBaHHOTO BaCKYJIUTa CTABUT IIEIIBIO
noBbllicHHE d(PPEKTUBHOCTH M CHHKCHHE TOKCHY-
HOCTH, aCCOI[MMPOBAHHOM C MPUMEHSIEMbIMHU TpETia-
paramu [17]. OCHOBHBIE HampaBIEeHUS TEPANTUU: IIPH-
MeHenue antuten K CD20-moBepXHOCTHOMY aHTUTEHY
B-nmumdonunTos, Giiokaa KOMIUIEMEHTa U POBOCTIA-
JIMTENBHBIX ITOKMHOB HHTHONUpoBaHue T-KIIeTOUHOI
ko-ctumyiannu ANCA-acconmrpoBaHHOTO BaCKYJIH-
Ta.

L.Guillevin (2013) ¢ yyeToM narorenesa cucTeM-
HBIX HEKPOTH3HMPYIOIIUX BaCKYJIUTOB 00OCHOBBIBACT
npumenenue infliximab (MOHOKIIOHATBHBIX aHTHTEIN
k TNF-a), mpoBeaeHHBIN P MCCIEIOBAaHUHN Je-
MOHCTPHPYIOT 3PPEKTHBHOCTH MPU TpaHyJieMaro3e
Berenepa [18].

B neauarpuueckoit Hedposoruu HeoOXOAUMO
MPOBEJICHHE MHOTOIICHTPOBBIX JTOKa3aTeIbHBIX KOH-
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TPOJIMPYEMBIX KIMHUYECKHX HCCcIeoBaHui d(hdek-
TUBHOCTH Onorepanuu (rituximab-anturena k CD20
B-mumdonuTos, mepolizumab-antu-ILS anTHTena,
infliximab-moHokI0HaABHBIC aHTUTENa K TNF-a)
ipu ANCA-accoMpoBaHHbBIX BACKYJIUTaX y JEeTeH.
Bakno pazpaborars KOHKPETHBIC IPOTOKOJIBI JICUCHHSI
nereit c ANCA-accolmnpoBaHHBIM IIOMepyIoHehpu-
TOM, YaCTO MPOTEKAIOIIUM C OCTPBIM MOBPEKIACHUEM
TOYEK.

g ncxoga ANCA-accomupoBaHHOTO BaCKYJIUTA
y IeTei UMeeT 3HaueHIe CBOeBPEMEHHO HauaToe Jieye-
HUE JICTOYHBIX U KUIIEYHBIX KPOBOTCUCHUH, a TaKkKe
BO3MOXKHBIX XUPYypruueckux ocnoxHenuii [IBK.

C y4eToM CymIecTBYIOIIETO HHPEKIIMOHHOTO BOC-
najeHus y manueHToB ¢ ANCA-accormmpoBaHHBEIMU
BACKYJIUTaMH JICUCHHUE OaKTCpUAIbHBIX, MUKOTHYE-
CKHUX, BUPYCHBIX HHQEKINH Pa3TUuHON JTOKAIN3AIUH
JIOJDKHO COTIPOBOXJIATh KYpPC MMMYHOCYIPECCHBHOM
Tepanui [2, 8, 16].

3amecTuTeNbHAs TOUEYHAS TEPAITUS OCTPBIM U XPO-
HUYECKUM JTIUATT30M IIPOBOAUTCS OOBHBIM JICTSM TIPH
OCTPOM TMOBPEKJICHUH TTOYEK W POTPECCUPOBAHUH B
TEPMUHATBHYIO OYCYHYIO HEJOCTATOYHOCTb.

3aMeCTUTENIbHYIO TOYEYHYIO Teparuio METOI0M
TpaHCIUIAaHTAIMK TOYKH MpoBoAAT neTsiM ¢ ANCA-
ACCOIMMPOBAHHBIM BaCKYJIHTOM, IIPOTEKAIOIIUM C
[IIOMEPYJIOHE(PPUTOM M YTPATOH TOMEOCTATHUECKUX
¢byukmii mouek [2, 3, 20, 21]. N. Besbas u coast.
(2003) mpu mporpeccupymoIiieM rioMepyinoHed-
pute U moyedHoil HemocTtaTouyHocTH npu ANCA-
ACCOIMMPOBAHHOM MHKPOCKOITUYECKOM ITOJTUAHT HUTE
OCYIIECTBUJIIH INAJIN3 U YCTICIITHYIO TPAHCTIJIAHTALIUIO
nmoyku pebeHky Ha 9-m mecsue Tepanuu [20]. Bosz-
MOkHBI peunuBbl ANCA-accolMupoBaHHOTO TJI0-
MepyinoHedpuTa B IOYEYHOM TpaHCIUIaHTaHTe B 17%
[2]. [To manubM P. Cochat u coasr. (2013), penuauBbl
ANCA-acconunpoBaHHOTO IIIOMepylioHehpuTa B 1O~
YEUYHOM TPAHCIUIAHTAHTE BCTPEUAroTCs peako [21].

Hcxoo u npoznoz ANCA-accouuuposanmnozo ea-
CKyniuma y oemeil

IIporaoz ANCA-acconnnpoBaHHOTO CHCTEMHOTO
BacKyJIMTa y JIeTei BO MHOTOM OIIPECISETCs CTere-
HBIO aKTUBHOCTH, TSKECTBIO INIoMepyloHedpuTa u
OCTPOTO TIOBPEKACHUS TIOYCK, PePPAKTEPHOCTHIO K
Teparuy.

B pe3synbrare afieKBaTHOM U CBOEBPEMEHHON NMMY-
HocympeccuBHOl Tepann ANCA-acCOIMUpOBAHHOTO
BacCKyJuTa y JAETel OCTUTaloTcs 3KCTpapeHaibHas
pemuccus u camwkenne ANCA nipu yTpare romeocra-
THYECKHX (YHKIWH; PEMUCCHU IJIOMepyIoHeppuTa
C BOCCTaHOBJICHHEM ITOYCYHBIX (DYHKIUH, HE Tpe-
OyIOIIUX JTHANIN3a, HO BO3MOKHBI JHATH3-3aBUCHMEIC
peuunuBsl TioMepyinonedputa. Y gereit ¢ ANCA-
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ACCOIMUPOBAHHBIMM BAaCKYJIUTOM U OBICTPO TPO-
TPECCUPYIONINM TIIOMEPYIOHE(PPUTOM C TTOUYCTHON
HEJI0OCTaTOYHOCTBEO OTMEYAIOT UCXOJ] B TEPMUHAIILHYIO
CTaJINIO XPOHWUYECKOM O0JIe3HM mouek. Takue naueH-
ThI HY>KJIatOTCS B 3aMECTUTEIHLHOU OYEUHOM Tepanuu
XPOHUYECCKUM TUATH30M U METOJIOM TPAHCIUIAHTAIINH
mouku. JleranbHble ucxonsl y namueHToB ¢ ANCA-
ACCOLIMUPOBAHHBIM BACKYJIUTOM BO3MOXKHBI TI0 TTPHYH-
HE JICTOYHBIX ¥ KUIICYHBIX KPOBOTCUCHHM, TTOUYCTHOMN
HEJI0CTAaTOUHOCTH, HHPEKIMOHHBIX OCI0KHCHUM.
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