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AHHOTAILIUS

BBepeHue. B geTckom Bo3pacTe goctatoyHo peako sctpeyvatotcd ANCA-accoummpoBaHHble
cuctemHble Backynutbl. ANCA — 3TO aHTUHENTPOQUIbHbLIE LUTONMasmMmaTuyYeckme ayToaH-
TuTena. K aTon rpynne BackynmMTOB OTHOCST Tpu 3aboneBaHus: MUKPOCKOMUYECKUA NOMnu-
aHrUUT, rpaHyreMaTtos ¢ NofMaHrMMToM 1 303NHOMUIBbHBLIV FpaHynemMaTos ¢ NoNMaHrMmToOM.
N3-3a penkoCTn OgaHHble BACKYINUTbl YaCcTo AMArHOCTUPYETCA Ha bonee Nno3aHUX CTagndax
3aboneBaHus, 4TOo BedeT K ObICTpOM MHBanuausaumm OOMbHbIX U BbICOKOW MeTanbHOCTU
BCMNEACTBME arpecCUBHOIO NMOpa)KeHWsl ObiXaTeNbHbIX NyTEN, NErkMx 1 pasBuTUsS NOYEYHON
HeJoCTaTOYHOCTH.

OnucaHue KNUHU4YecKoro cny4as. B TedyeHune 6 mecsaueB y nauneHTa peunamBmpyoLLnia
OpPOHXOOBCTPYKTUBHBLIA CUMHAPOM C NpU3HakamMu OblXxaTelbHOW HeAoCTaTOYHOCTU, FNXO-
pagka HesiCHOro reHesa v MpOSsiBIEHNS XPOHMYECKOro pMHMTA C HOCOBLIMW KpOBOTEYe-
HusMu. Bce aTo Bpemsi 6onbHOM Habnwganca ¢ AnarHo30M «OOCTPYKTUBHBIA BOPOHXUT»
(He ncknovancs 0ebiT OpoHXManbHOMW acTMbl) U Noflyvyan HeOAHOKPaTHO aHTUbakTepu-
anbHYy Tepanuio U MHransauMoHHble BpoHxoannaTaTopbl 6€3 CTOMKOro NONOXUTENBHOrO
apdekTa. [NosiBNeHne KoOXHO-remopparm4eckoro CUHApomMa 1 apTpanrum yckopuno guar-
HOCTUYECKUIN MOUCK, B pedynbraTe KoToporo AokymeHTuposaH ANCA-accouMmMpoBaHHbIN
cucteMHbln Backynut (BblisiBneHbl ANCA k npotenHase-3 B Tutpe 1/80). Npu npoBeaeHun
KOMMbIOTEPHOM TOMOrpadum fnerkux obHapyxeHbl y4acTKU CHUXEHUS NMHEBMaTmU3aLumn ne-
rOYHbIX NOSEN NO TUMY MATOBOroO CTekNa, NPU3HaKkn ABYCTOPOHHEN BpOHX006CTpyKumnmn. Ha-
3HayeHa UMMYHOCYMpPECCUBHAs Tepanus rKoKopTuKkocTtepongaMmm (MeTunnpegHn3onoH
B BuAae nynbcTtepanun B gose 1000 mr BHyTpuBeHHO Ne 3 yepes geHb C nocneayowmm
HasHayeHueM per os B fose 1 mr/kr/cyTkn) n yuknodgpochammgom (500 mMr BHYyTPUBEHHO
1 pa3 B 28 gHen). laHHasa Tepanus npyvBena K NONoXUTeNbHON ANHAMUKE: KynupoBarnuchb
nuxopagka u KOXHO-remopparmyecknn CUHAPOM, 3HAYUTENbHO YMEHbLUUITUCL NPU3HAaKK
OblXaTenbHON HeJOCTaTOYHOCTU.

3akntoyeHue. [InarHocTuka CUCTEMHbIX BaCKyNIMTOB 4acTo 3aTpygHUTENbHA, TakK Kak ayTo-
WMMYHHble 3aboneBaHuns B GONbLUMHCTBE criyvyaeB AebTUPYIOT C Hecneunduruyeckmx CuH-
OPOMOB M MOXET 3aHMMaTb ANUTENbHbIN Nepunog. Y AaHHOro nauueHTa B TeYeHue nepBbiX
6 mecsueB 60Ne3HN B KIMHUKE AOMWHUPYIOT MHTOKCMKAUUA M BPOHXOOOCTPYKUMS € npu-
3HaKamu gbixaTenbHoW HegocTaTovyHOCTU. [ToMoraeT Bepudmkalmm anarHosa: nosiBrieHne
remMopparm4eckomn Cbinu, TUNUYHOW ANSA Backynuta, aptpanruni u BbeissrneHne ANCA. Ha-
3HayeHue cTaHgapTHoOM MMmyHocynpeccuBHon Tepanuun ana ANCA-accoumnpoBaHHbIX Ba-
CKYITMTOB MO3BONUITIO OOMTBLCS yNyylleHUss COCTOAHUS NauueHTa.

KnioueBble cnoBa: ANCA-accouunMpoBaHHbIN BacKynuT, CUCTEMHbIN BACKYNUT, LUKNogoc-
dhamug
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ABSTRACT

Background. ANCA-associated systemic vasculitis is a rare childhood disease. Antineutro-
phil cytoplasmic autoantibodies (ANCA)-related vasculitises include microscopic polyangiitis,
granulomatosis with polyangiitis and eosinophilic granulomatosis with polyangiitis. Their rarity
often leads to a late diagnosis, rapid disability and high mortality in patients due to aggressive
respiratory, pulmonary lesion and renal failure.

Clinical Case Description. The patient suffered from a recurrent bronchoobstructive syndrome
with signs of respiratory failure, obscure origin fever and chronic rhinitis with nasal bleeding for
6 months. The patient was diagnosed with obstructive bronchitis (putative bronchial asthma de-
but), received antibacterial therapy and inhalation bronchodilators without stable improvement
during the entire period. Skin haemorrhages and arthralgia stimulated diagnostic research to
establish ANCA-associated systemic vasculitis (presence of proteinase 3-specific ANCAs in
titre 1/80). CT lung scanning revealed frosted glass foci of reduced pulmonary pneumatisation
and signs of bilateral bronchoobstruction. Immunosuppressive therapy with glucocorticoster-
oids (methylprednisolone pulse therapy No. 3, 1000 mg intravenously on alternate days, sub-
sequent per os administration of 1 mg/kg/day) and cyclophosphamide (500 mg intravenously
once per 28 days) was prescribed. This led to the positive dynamics with eliminated fever and
skin haemorrhages, as well as essentially reduced signs of respiratory failure.

Conclusion. Diagnosis of systemic vasculitis is often complicated and long-term due to com-
monly non-specific debut symptoms of autoimmune disorders. In the described case, the first 6
months of iliness displayed intoxication and bronchoobstruction with signs of respiratory failure.
Haemorrhagic rashes, arthralgias and the presence of ANCAs are proxy to vasculitis. Standard
immunosuppressive therapy for ANCA-associated vasculitis improved the patient’s condition.
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BBEOEHUE

CuctemHble BackynuTbl (CB) — goctaToyHo pen-
kasi rpynna 6onesHen B OeTCKOM Bo3pacTe, U Xa-
PaKTepusyrTCA OHU BO3HUMKHOBEHMEM BOCManeHus
B CTEHKE KPOBEHOCHbIX COCYyAOB pasHoro kanuépa,
MPUBOASALLETO K ULLEMWUW U HEKPO3Y TKaHen.

Onsa ygobcTBa AMarHOCTMYECKOrO MOMCKa B KIu-
Huyeckon npaktuke Bce CB pasgeneHbl Ha Tpu
rpynnel (B 3aBUCMMOCTU OT Kanmbpa MopaxeHHOro
cocyda): BacKynUTbl MENKMX, CPeOqHUX U KPYMHbIX
cocypoB. CoBpemeHHasa knaccudpukaumnsa CB Bkrto-
YaeT Takke 3TMOSIorMYeckMe 1 naTtoreHeTudeckue
akTopbl, MOpdonorMyeckne npusHakm Bocnarne-
HWsi COCYLOB M XapakTep BocnaneHus. Ha corna-
cuTenbHOM KoHepeHumn B Yanen-Xuvnne (CLUA)
B 2012 rogy 6binv BblgeneHbl wectb rpynn CB:
BaCKynUTbl KPYMHbIX, CPEOHUX M MEMKUX COCYOoB,
MMMYHOKOMIMIEKCHbIE BackynuThl 1 Takke CB, cBa-
3aHHble C CUCTEMHbIMKU 3aboneBaHNsMU U C yCTa-
HOBIEHHON aTnonorunen (Tabn.) [1].

ANCA (AHLA) — 3TO aHTUHENTpPOUIbHLIE LK-
Tonnasmatudeckue  aytoaHTutena.  Beligensior
nBa ocHoBHbIX Tuna ANCA: uuTonnasmartmyeckme
(cANCA), koTopble B3aMMOOEWCTBYIOT C NpOTenHa-
301-3 (PR-3), n nepunykneapHboie (PANCA) — cne-
undurdHble Kk muenonepokcugase (MPO) [2]. Cea-
3biBaHe ANCA c COOTBETCTBYHOLUMMWU MULLEHAMU
Ha aKTMBMPOBAHHbIX rpaHynouuTax NpuMBOANT K UX
npexaeBpeMeHHoN AerpaHynsuun, 4to Hapylua-
€T TPaHC3HAOTENManbHyl0 MUrpaLmio NenKoLmToB
13 COCyaMCTOro pycna v npuBoguT K 06pa3oBaHuto

Tabauua. Kaaccupukayus cucmemHblX 8acKyAUMO8
Table. Classification of systemic vasculitis

Fpynna BackynutoB
BackynuTbl ¢ nopaxeHnem KpymnHbIX
COCyA0B

BOCMANUTENBHOW rpaHyrnembl, KOTopas SBNSETCH
OCHOBOW MOPJONOrM4YEeCKOn KapTUHbI rpaHynema-
TO3HbIX BackynuTos [2, 3].

O6HapyxeHne ANCA k npoTeuHase-3 MeTonoM
HenpsAMon UMMYHOMOOPECLIEHLNN SABIISETCA Bbl-
COKOCNEUMPUYHBIM ONArHOCTUYECKUM KPUTEPUEM
rpaHynematosa ¢ nonuvaHrumtom (MA) nnu rpany-
nemarto3a BereHepa (oGHapy>xuBatoTcsi bonee yem
y 90% nauwueHTOB) [4].

B perckom BO3pacTe OYeHb pedko BCTpevarTcs
ANCA-accoummpoBaHHble CB. Cambim pacnpo-
CTpaHEeHHbIM 3aboneBaHMeM 13 3TON rpynnbl ABMS-
etcsa [TIA. Ero pacnpocTtpaHeHHOCTb B nonynauuu
cocTaBnsieT 25-60 cnyyaeB Ha 1000000, a 3a6o-
nesaemoctb — 3—12 Ha 1000000 yenosek. Y Myx-
UYMH W XEeHLMH 3aboneBaHne BO3HMKAET C oguHa-
KOBOW 4YacToToM 1 OebrTnpyeT Kak B AETCKOM, Tak
M B CTapyeckoM Bo3pacTe, OfHako Hauboree 4a-
cto — B nepuog ot 30 go 50 net [5]. JaHHbIX 0 pac-
npocTtpaHeHHocTu [TIA y neteit B Poccum HeT.

MepBble nybnukauum ¢ onucadmem IMA nossu-
nucb B 1936-1939 rr. VMix aBTopom Obin martono-
roaHatom @Ppuapux BereHep, KOTOpbIA BbISIBUN
0COObIN TN BOCNaneHnst B COCyaax Movek u cnu-
31cTon 060oNoYKke Hoca — HEeKpOoTMYecKoe Bocna-
neHve c rpaHynemMamu. OTU [aHHblE€ OTpaXkKeHbl
B pabote A. Greco et al. [3]. CornacHo coBpeMeH-
Homy onpegerneHuto MA — 3TO rMraHTOKNEeTOYHbIN
rpaHynemMaTo3HO-HEKPOTU3NPYHOLLNIA BaCKynuT,
accoummpoBaHHbIN ¢ BbipaboTkon ANCA n xapak-
TEPUIYIOLLNIACA COYETaAHHbIM  BOCMANMUTENbHbLIM

OcHoBHbIe Ho3onorn4yeckue opmel
ApTtepunt Takascy
[MraHTOKNEeTOYHbIN apTepunT

BackynuTbl ¢ nopaxeHuem cocyaoB
cpegHero kanubpa

Y3enkoBbIvi nepuapTepumT
BonesHb KaBacaku

BackynuTbl ¢ nopaxeHnem Menkunx
cocynoB (ANCA-accounmnpoBaHHble
BaCKyNUTbI)

CTtpocca)

Mwukpockonuyeckuin NoONMaHrmT
[paHynematos c nonvaHrumTom (rpaHynemato3 BereHepa)
S031MHOMUMbHbLIV FpaHyneMaTos ¢ NoMaHrMmTom (cuHapom Yapra —

BaCKyJ'IMTbI MeJiKMX cocyaos, CBA-
3aHHble C nopaXxeHnem UMMYHHbIMU
KoMMnrekcamu

AHTU-TBM-BackynuT (aHTuTena k 6azansHon membpaHe knybo4koB)
KpunornobynvHemuyeckunii BackynmT

IgA-BackynuT (Backynut LLennenHa — leHoxa)
[MnokoMnnemeHTapHbIN ypTuUKapHbolv (aHTM-C1q) Backynut

BaCKyJ'II/ITbI, accoumnmpoBaHHble
C cucTeMHbIMu 3aboneBaHnAMM

BonyaHouHbI Backynut

PeBmaTounaHbIn Backynut

BackynuT npu gpyrux cuctemHbix 3aboneBaHumsax
Bbones3Hb bexyeTa

Bbones3Hb KoraHa

BackynuT c nopaxeHuem ogHOro opraHa

BaCKyJ’IVITbI C yCTaHOBJ'IeHHOVI 3TNO-

BackynuT, accounnpoBanHbin ¢ HCV-undekuymnen nnu HBV-nndekunein

nornen * Cudumnuc-accounmmpoBaHHbI aopTUT
* JlekapCTBEHHO-MHAYLMPOBAHHBIA MMMYHOKOMMMEKCHbIN BacKynuT
1 Jpyrve BacKynuThbl
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NMopaXkeHMeM HECKOMNbKUX OpraHoB (4alle Bcero
BEPXHMX [blXaTeNbHbIX MyTEN, OPraHoB 3peHus
n criyxa, Nerkmx un novex) [4, 6].

OvarHos [TIA ycTaHaBnMBalT MpU  HanU4uu
No MEeHbLUEN Mepe Tpex M3 LUecTu AmarHocTuye-
CKMX KpuTepmeB (paspaboTaHHbix EBponewnckomn
nvron NpoTuB pesmatusma, MexayHapogHon ne-
OnaTpuyeckon peBMaToriorm4yecKkon opraHusaumen
Nno KrYHUYECKNM uccrieqoBaHusaMm n Esponenckum
obwecTtBom getckmnx pesmatonoroB B 2010 r.): ru-
CTONorMyeckoe NoaTBEPXKAEHME rpaHyeMaTo3HOro
BOCManeHus; nopakeHne BepXHUX AbiXaTenbHbIX
nyTen (XPOHUYECKOE THOMHOE WM remopparmye-
Ckoe BOCMarieHne MofiocT! Hoca, HOCOBblE KPOBO-
TeYEeHUs, KOPKK, rpaHynemsbl, nepgopaumsi HoCOBOK
neperopogku, ceanoBugHasi gedopmaumsi Hoca,
XPOHUYECKUA U PeLnaNBUPYIOLLUIA CUHYCUT); NO-
pakeHne ropTaHu, Tpaxeu u OPOHXOB; MOpaxeHune
nerknx (y3enku, MHunsTpaThl Uy NONOCTH NO AaH-
HbIM peHTreHonormnyeckoro unun KT-obcnegosanus);
Hannune ANCA; nopaxeHue noyek (NpoTenHypus,
remMaTypusi, CHKeHne Kry0o4koBon chunbTpaumn)
[1, 4, 6].

B03NHOUIbHBIN FPaHynemMaTtos ¢ MNOfIMaHMNTOM
(3rMA), vnn cungpom Yapra — Ctpocca,— 310
MynbTUCUCTEMHOE 3aborneBaHue, XxapakTepuayto-
Lieecs pasBUTMEM XPOHWYECKOrO PUHOCMHYCUTA,
OpOHXManNbHOM acTMbl, BbIPaXXEHHOW 303UHOMU-
nnun, BackynuTa C NopakeHWeM COCydoB CpegHero
n mernkoro kanubpa. Y.A. Santos n coaBT. B CBO-
en paborte, nocesiweHHon JlTIA, oTmetunu,
yto B 1951 . J. Churg un L. Strauss BnepBble onu-
cann  OUCCEMUHUPOBAHHBIA  HEKPOTU3MPYIOLLNIA
BacCKynuT C 9KCTpaBasarbHbIMU TpaHyrieMamu,
HabnoJalLWNNCa  UCKIIOYUTENBHO Yy  MaLUEHTOB
C OpOoHXManbHOW acTMOW M TKaAHEBOW 303UHOMM-
nuen [7]. PacnpocTtpaHeHHocTb QI TIA coctaBnsieT
10—14 Ha 1000000 HaceneHus [8, 9]. KnuHuyeckune
nposienennsa I TIA BkrovaoT, MOMUMO TMNep303n-
HOMNBHON BPOHXMANbHOM acTMbIl, MOPaXXeHue ne-
pudepnyeckon HEPBHOW CUCTEMBI, NErknx, cepaua
1 Opyrvx OpraHos.

O6HapyxeHne ANCA wMeHee  xapakTepHo
npu 3ITIA (B otnuume ot TIA). Tonbko y 25% ge-
Ten n 'y 38% B3pocnbix 0BHapyXunBalTCA OaHHbIE
aHTUTEna.

Mukpockonuueckui  nonuaHrumt  (MIA), onu-
caHHbIi B 1948 rogy J. Davson', xapaktepusyetcs
HEKPOTU3NPYIOLMM  BackyriuToM C MopaxkeHuem
MENKMX COCYAOB (KanumnnsipoB, BeHyn, apTepuon),
B 78-90% C HEKpOTU3MpYOLLMM 1 BbICTPO Nporpec-
cupylowWmM rnomMmepynoHedputom, B 60% — ne-
FOYHbIMU MPOSBNEHUAMU, B 75% — MNOBbILLEHMEM

pANCA. lNpn 3TOM BacKynuTe rpaHyrnemMaTo3Hoe
BocnaneHue otcytcreyet [10]. U xapakTepHoi oco-
6eHHocTbo Ang MIA aBnseTca oTcyTcTBUE nopa-
KEHUS BEPXHUX AbIXaTeNbHbIX MyTEW, YTO Xapak-
TepHo ans MA.

M3-3a pegkoctn ANCA-accoummpoBaHHble CB,
Kak npasuno, AnarHocTupyeTcs Ha 6onee no3gHux
CTagusix 3aboneBaHusi, YTO BeOeT K ObICTPON MH-
Banuamsauum OonbHbIX U BbICOKOW FeTanbHOCTU
BCMEACTBME arpecCMBHOIO MOpPaXKeHus AblxaTernb-
HbIX MyTeNn, NerkMx n pasBuUTNSA NOYe4YHON HepocTa-
TOYHOCTMW.

Jleuenne ANCA-accoummpoBaHHbix CB cocto-
UT M3 3TanoB MHOYKUMOHHOW 1 MoJLepKvBatoLei
Tepanuu, KoTopas BKM4YaeT B cebs rmioKoKopTU-
KocTeponapbl u unknogochamug [11-13]. B cnydae
PE3NCTEHTHOIO TEYEHWSI BACKynMTOB B Tepanuun uc-
Nonb3yT reHHO-MHXXEHEPHbIe Buornormyeckme npe-
napartbl (MHrMéuTopbl PHO-a) — puTyKCUMAb 1 MH-
dnukcumab [14, 15].

KNMMHUYECKUA NPUMEP
UHnopmayus o nayueHme

MaumeHT W., Maneink 14 net, Bnepsble NOCTYNuU
B KapamopeBMaTonornyeckoe otaerneHue rocygap-
CTBEHHOI0 GHOIKETHOrO ydpexaeHust 3apaBooxpa-
HeHns «[leTckas kpaeBasi KNMHUYeckas bonbHuULa»
MwuHucTepcTBa 3apaBooxpaHeHnst KpacHogapckoro
kpas (FBY3 OKKB) B aBsrycte 2019 roga c »anoba-
MU Ha crnabocTb, ANUTENbHbIA Cy0debpunuTerT, Ka-
Lenb, OAbILLKY, 3aNTOXXEHHOCTb HOCA, KPOBSIHUCTbIE
BblAENEHUS N3 HOCA, BbIChINAHNS HA HUXHUX KOHEY-
HOCTSAX, 60NM B KOJNEHHbIX M FONIEHOCTOMHbIX CycTa-
Bax 0e3 OTEYHOCTU N CHUXKEHNE Beca.

U3 aHamHe3a 3aborieeaHusi Manb4nka U3BECTHO,
yTo GoneH ¢ deBpans 2019 roga, koraa oTmeva-
nuncb nuxopaaka o 39,5 °C 1 MmanonpogyKTUBHbIN
kawenb. lMonyyan aHTubakTepuanbHyl U CUMI-
TOMATMYECKYID Tepanuio Mo MECTy XMTenbCTBa
C MONOXUTENbHBLIM, HO HEMPOAOIKUTENbHbLIM 3d-
dektoM. B TedeHmne nocregyromnx Tpex Mecsues
nepuogmyeckm nNpogosiKkaeT nmxopagutb Ao 38,2—
38,5 °C un GecnokouT Kawenb. 3a 3TOT nepuog pe-
OeHOK HeodHOKpaTHO nony4yan aHTubakTepuanb-
Hyto Tepanuio (LedanocnoprHbl, asMTPOMULIMH).
B mae 2019 roga cocTosiHMe yXyALuIoch 3a CYeT
BblpaXeHHOr0  BPOHXO00BCTPYKTUBHOIO ~ CUHAPO-
Ma. Haxoguncsa B ctaumoHape no MecTy XuTtenb-
CTBa C [JuarHo3oM «OOCTPYKTUBHbBIA OPOHXUT.
Mpn obcnegoBaHuK: B aHanmM3e KpOBU — remorso-
OvH 126 r/n (Hopma — 110-168 r/n), TpOMOOLMTBI
277x10%n (Hopma — (160-390)x10%n), nenkoun-
bl 10,7%10%n (Hopma — (6—10)x10°%n), HewnTpo-

' Davson H., Duke-Elder W.S. The distribution of reducing substances between the intra-ocular fluids and blood plasma, and the
kinetics of penetration of various sugars into these fluids. J. Physiol. 1948; 107 (2): 141-152. DOI: 10.1113/jphysiol.1948.sp004257

Ky6aHckun Hay4HbIi MeauumHcknii BecTHuk / Kuban Scientific Medical Bulletin

2020 | Tom 27 | Ne 5 | 184194 | 187



KAMHUYECKWHM CAYYAM / CLINICAL CASE

dunbl — 64% (Hopma — 35-65%), numdounTsl —
29% (Hopma — 22-50%), 203mHOUNbl — 2%
(Hopma — 0,5-6%), ckOpOCTb OCedaHNst ApPUTPOLIN-
ToB (CO3) — 5 mm/yac (Hopma — 2—10 mm/yac), ce-
pomykona — 319 ea. (Hopma — o 210 en), C-peak-
TuBHbIN 6enok (CPB) — 20 mr/n (Hopma — 0-5 mr/n),
BuoxrMMmyeckne nokasaTtenu KpoBsu (anaHUHaMuHO-
TpaHcdepasa (AJ1T), acnaparMHammHoTpaHcdepasa
(AINT), Mmo4eBUHa, KpeaTUHMH, OBLLMIA BEnoK, rMoKOo-
3a) — B HOpMe, obOLWuMiA aHann3 Mmoun — Ge3 narto-
norun. B neyeHun nonyyvan: uHransiyMoHHO OGpoH-
xogunataTopbl: unpatponua Opomua, deHoTepon
(6epopyan) n 6yaecoHug (MynbMUKOPT), 3ypunmmH
M NpeaHU30NoH BHYTpUBEHHO. Ha gaHHow Tepanum
OTMEYEHO 3HaYMTENBHOE YIy4LleHNe.

Ho B ganbHenem, nocre npekpallieHus Tepa-
nMn, BHOBb YXyALIEHWe COCTOSHWS B BUAE peuu-
avBa OPOHXOOBCTPYKTMBHOIMO CUHAPOMa C Ablxa-
TENbHOM  HEeOOCTATOYMHOCTbI, Ccybdebpunuteta
N NOSIBMEHWUS 3anoXeHHOCTW Hoca. [laumeHT no-
BTOPHO 06criefyeTcs B UIOHE MO MECTY XUTenbCT-
Ba, He Ucknoyaetca AebloT BpoHXMansHON acTmbl
1 Mmnkonnasmos. NapaknMHnu4eckn Ha TOT MOMEHT:
B aHanu3e KpoBW remornobuH — 129 r/n, Tpowm-
oountbl — 189%10°/n, nenkouutsl — 10,7x10°%n,
HenTpodunbl — 52%, numdountsl — 38%, 303u-
Hocpunbl — 1%, CO3 — 8 mm/uac, cepomykong —
152 en., CPb — 33,6 mr/n, obwmin MMmmyHornooy-
numH E — 863,8 ME/mn (Hopma — 0-200 ME/mn),
BbisiBneHbl aHTutena (IgG) Kk Mmukonnasme NHeBMO-
HUs (B HOpMe — oTpuuaTenbHO), Bruoxummuyeckne
rnokasaTenu KpoBu B HOpMeE, OOLMI aHanuM3 mMo4u
6e3 natonorun, Ha 0G30pPHON pPeHTreHorpamme op-
raHoB rpygHoun knetkn (OFK) npuaHaku obCTpyk-
TMBHOro OGpoHxmTa. OCMOTpeH annepronorom —
annepruyeckMn PUHUT, He WCKMYaeTcs aebroT
OpOHXManbHOM acTMbl, Has3Ha4YeH MOHTenykacTt
HaTpus. B mevyeHun nonyyan rroKOKOPTUKOCTEPO-
nasl n Gepoayan vepes uHranAumu, nNpegHU3onoH
B/B, OTMEYarnocb yrnyylleHve B BUAE yMEHbLUEHNS
AblxaTenbHON HeaoCTaTOMHOCTU M HOpManusauuu
TemnepaTypbl Tena. BbinucaH ¢ pekomeHgaumMsamm
npogomknTb Bepodyan v NyrnbMUKOPT Yepes UHra-
NAUMM U MOHTENYKacCT per 0S B Te4eHne mecsua.

B aBrycte BHOBb pe3koe yxyAlleHWe COCTOSHUSA
B Buae obocTpeHusi BPOHXOOOCTPYKTUBHOIO CUH-
apoma, cybdebpunuTteta 1 NosIBNEHUs remMoppa-
FMYECKOW ChIMN Ha HMKHUX KOHEYHOCTSIX, HOCOBbIX
KpOoBOTeYeHUI, Bonen B KOMEHHbLIX M rONEeHOCTOonN-
HbIX cycTaBax 6e3 oTeyHocTu. Kpome Toro, manb-
YUK 3a nocrnegHre 6 MecsiLeB CUITbHO Moxyaen —
Ha 14 kr. B cBA3u ¢ Yem pebeHOoK rocnutannanpyercst
B 'BY3 OKKB.

AHamHe3 xu3Hu. Manbumk oT nepeon 6epemeH-
HOCTKW, npoTekaBwen 6e3 ocobeHHocTen. Poabl
CPOYHblE, CaMOCTOATENbHbIE, OLlEHKa Mo LiKane
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Anrap — 8/9 6annos, macca — 3500 r, gnvHa —
55 cm. Ha rpyaHom BckapmnveaHum o 1 mecsua,
Janee aganTUpoBaHHbIE CMECH, MPUKOPMbI BBOAU-
nucek no BospacTy. Poc n pasBmBancsa cooTBeTcT-
BEHHO BO3pacTy, NPUBMBKM MO KarneHngapt. U3 ne-
peHeceHHbIX 3aboneBaHnii: BETpAHas ocna, ocTpble
pecnmpaTtopHble UHdeKuun oo 3-x pas B rod. TpaBm
N onepauu He GbiNo. AsnepeonoaudecKkull aHam-
He3 He oTaroweH. HacrnedcmeeHHbIl aHaMHe3:
y Matepu naumeHTa — peBMaTougHbIN apTpuT.

dusnkanbHaa gMarHocTuka

Mpn ocmoTpe Ha KOXHbIX MOKPOBAX HWKHUX KO-
HEeYHOCTEN WM Aroguuax CUMMETPUYHAs Merkona-
nynesHasi remopparvyeckas Cbifnb, BbICTynarwoLias
Ha[ MOBEPXHOCTbIO KoXu (puc. 1). Cnuaucrtasa po-
TOBOW MOSIOCTM YMCTas!, B HOCOBbIX X04ax remMoppa-
rmyeckne Kopku. CycTaBbl BHELLUHE HE WU3MEHEHBI,
OBWXEHUs1 B HUX B MONHOM obbeme n 6e3bones-
HeHHble. [Mepudepuyeckme nuMd@oyanbl He yBe-
nuyeHbl. ObixaHne 4yepe3 HOC 3aTpygHeHo. epky-
TOPHO Hapg, NErkMMu NEroYHomn 3BYK C KOPOOOYHbLIM
OTTEHKOM, NPWU aycKynbTauuMm — AblXaHWe crerka
ocnabneHo, NpoBOAUTCHA Hag BCEN MOBEPXHOCTLHO
NErknx, B HWXKHUX OTAenax eQuHUYHbIEe KpenuTupy-
toLme Xpunel. YactoTta gpixaTenbHbIX ABUKEHUN —
22-24/muH, catypaums O, — 88-89%. lpaHuubl
OTHOCMUTENbLHOW CEepAeYHOM TYymnocTu B npegenax
BO3PaACTHOW HOPMbI. TOHbI cepaua AACHble, PUTMUY-
Hble, LUyMOBas CUMNTOMAaTHKa OTCYTCTBYET, YacTtoTa
cepaeyHbIX cokpaleHun — 82/MuH, apTepunansHoe
nasneHne — 125/80 mm pT. cT. 2KMBOT npu nansna-
UMN MATKUIA, 6e3bonesHeHHbIn. [edyeHb 1 ceneseH-
Ka He yBenu4eHbl. MoveuncnyckaHve He HapyLUeHo,
4-5 pa3 B cyTku, Moda cseTtnad. CTyn exeaHeBHO
OPOPMIIEHHBbIN, KOpu4HeBbIW. [lonoBas opmy-
na— V,P,LAX,F, (cootBetcTByeT 14-15 rogam).

MpeaBapuTenbHbIN ANarHo3

YuntbiBas « BaCKy.I'II/ITHbIIZ» KOXHO-remopparumye-

CKUN CHOPOM, ONUTENbHbIN CMHOPOM MHTOKCUKaUun

Puc. 1. lemoppazuveckue 8biCbinaHUs Ha KOXe HUX-

HUX KOHeYHocmed.
Fig. 1. Haemorrhagic rashes on lower limb skin.
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JleGroT 3a00neBaHNA. E:xeMecgunoe BBeleHHe OTHOCHTEIBHO
JInxopanka. IToxynanue. mukIodocdaMuia 1 KOHTPOIIb GIaronpHATHLIN MPH
BpoHX00GCTPYKTHBHBII NPOBOJAHMOTO JTedeHns (naGoparopHas, PeryasipHOM HaGTIOIeHHH
CHHIPOM. XPOHHYeCKHii HHCTPYMEHTAIbHAA JHATHOCTHKA). H COOMI0/IEHHH JIedeH s
PHHHT ITonoxuTensHeli 3¢gexT oT nedeHns

\ \

®eppais 2019 Aryct 2019

A

ITosBneHne KOKHO-réeMOpparHIecKoro
CHHIIPOMa, apTpairtii. ['ocnHTanusamms

B KapIHOPEBMAaTOIOIHYECKOE OTAEIEHHE
I'BY3 JIKKB r. KpacHonapa Bepudukarms
JmarHosa. MHIyKIHoHHAs Teparmis

OKTA0pL—
Jexabps 2019

Jexa6ps 2019 HEOIFHO5

OTtcyTcTBHE XKanod

H KIHHHYECKOi CHMIITOMATHKH.
HeobxomiMo faneHeHmee
HaOMIOIeHHE H JIedeHHe

Puc. 2. XpoHonozus pazsumus bone3Hu y nayueHma W.: knroyesblie cobbimusi U npo2Ho3.
Fig. 2. Disease progression in patient U.: marker events and prognosis.

("uxopagka, moxygauue, apTpantuuv), nopaxeHue
NEerknx, BbICTABMEH NpeaBapuUTeNbHbIA AuarHo3
«CUCTEMHBIA BACKYIUT».

BpemeHHas wkana

XpOHOMNOrMs OCHOBHbIX COObLITUI NpeacTaBneHa
Ha pUCyHKe 2.

OnarHocTuyeckue npoueaypbl

(nabopamopHbie U UHCMpyMeHmaribHble uccriedo-
8aHUSI, KOHCYIbMayuu creyuanucmos 8bIrnoTHEHb]
8 rnepsyto Hedeso eocrnumarnu3ayuu)

JlabopamopHble uccnedosaHus

Obwut aHanus Kposu: remornobuH — 123 r/n
(Hopma — 110-168 r/n), nevkounTtbl — 7,8x10%n
(Hopma — (6-10)x10%n), numdouutel — 27%
(Hopma — 22-50%), HewTpodunbl — 59,2% (Hop-
mMa — 35-65%), MoHountbl — 8,3% (Hopma —
1-8%), 303mHopunsbl — 4,7% (Hopma — 0,5-6%),
6azodunel — 0,8% (Hopma — 0-1%), Tpombo-
untbl — 261x10°%n (Hopma — (160-390)x10°%n),
CO3 — 5 mm/yac (Hopma — 2—8 mm/4vac).

[Mokasamenu 2ymoparnbHOU akmueHoOCmu: peBmMa-
TomaHbIn chaktop — 760 en/n (Hopma — 0-15 en/n),
CPB — 12 wmr/n (Hopma — 0-10 mr/n), aHTMTENa
K HaTmBHon [JHK — oTpuuatenbHble (HOpMa — OT-
puuartenbHbie), ALLIM (aHTUTena K uMKnMyeckomy
LUUTPYIITMHUPOBAHHOMY nenTtuay) — MeHee 7 en/n
(Hopma — wmeHee 17 ep/n), KpuornoobynuHbl —
0,035 en. (Hopma — 0,00-0,06 eqn.), LMK (umpky-
NpYoLLME MMMYHHbIE KOMMJIEKCb) obwasa dpak-
una — 0,270 eq. (Hopma — 0,040-0,100 eg.).

lemocmas: ¢ubpuHoreH — 0,04 r/n (Hopma —
2,4-5,0 r/n), npoTpoMbuHOBLIN MHAEKC — 84%
(Hopma — 80-130%), AYTB (akTMBMpOBaAH-
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HOe YacTu4yHoe TpOMOOMNNacTMHOBOE BpPEMS) —
34,6 ¢ (Hopma — 24-38 c), mexgyHapogHoe
HopManusoBaHHoe oTHoweHne (MHO) — 1,2 (Hop-
Ma — 0,8-1,1), BONMYaHOYHbLIN AHTUKOAryNaAHT —
ymepeHHo npucyTcteyeTr — 1,8 en. (Hopma — OT-
CyTCTBYET).

BonyaHouHble knemku — LE-kneTkn — He BbisB-
neHbl (HopMa — He BbISIBMNEHbI).

Buoxumuyeckue nokazamesiu Kposu: obwmin Ge-
NOK, rmwko3a, bunupyouH, ACT, AT, kpeaTuHUH,
MOYEBUHA, TPUIMULIEPUILI — B Npegenax HopMbl.

UmmyHonozauyeckoe uccriedosaHue: BbISIBMEHBI
ANCA. cANCA — 1/80 nonoxuTenbHble (Hopma —
otpuuatensHo), pPANCA — oTpuuarenesHblie (Hop-
Ma — OTpULATENbHO).

Memodom  ummyHObepMeHmMHO20  aHanu3a
UCKMoYeHb! criedyrwjue UHheKyuu: XxnammannHas
(Chl. trachomatis, Chl. psittaci), Tokconnasmos, Tok-
cokapos, BupycHble renatntbl B n C. OGHapyxeHbI
AT (IgG) k Mycoplasmapneumonia.

AHanusbl mo4u: obwimii n npoba HeunnopeHko —
B Npegenax Hopmebl, npoba LBapua (ckopocTb Kny-
©oukoBon cpunetpaymmn) — 118,79 mn/mMuH (Hop-
Ma — 110—-170 mn/MuRH).

UHcmpymeHmarnbHble uccnedosaHus (npusede-
Hbl 8 MOPSIOKe UX 8bIMOJIHEHUS 8 CMayuoHape)

OnekTtpokapanorpamma (3KI'), axokapanorpadus
(Ox0-KTI), ynbTpassykoBoe wuccnegoBaHue (Y3WN)
OpraHoB OpPHLLIHOM NOMOCTM M NOYEK — MnaTosioru-
YECKMX U3MEHEHUI HE BhISIBIEHO.

[laHHble KOMMblOTEPHOM TOMOrpadum OpraHoB
rpyaHon knetkn (KT-OlK): nerkue B nonHoMm o0b-
eMe; NHeBMaTn3aums NerovHbIX nonen mosandHas
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KAMHUYECKUM CAYYAM / CLINICAL CASE

Puc. 3. CHuMOK KoMrbomepHoOU momozpaghuu op-
2aHo8 e2pyOHOoU Knemku (cmpenikaMu rokKka3aHo CHU-
JKeHUe rmHeseMamusauyuu f1e2Kux rno mury mMamogo20
cmekna).

Fig. 3. Chest CT image (arrows indicate frosted glass
symptoms of reduced pulmonary pneumatisation).

3a CYEeT HamnuuuMs Y4acTKOB HEXHOIo CHUXEHMUS
nHeBMaTu3aunm no Tuny MaTtoBOro CTekrna, a Takke
Yy4aCTKOB MOBbILLIEHHOW BO34YLUHOCTU NIero4yHom na-
PEHXMMbI, NMPENMYLLECTBEHHO 3a CYET amdusema-
TO3HOMO B34YTUS NErOYHON MapeHXUMbl; NPU3HAKK
ABYCTOPOHHel 6poHX006CTpyKUumm (puc. 3).

Ha komnbtoTepHoM TOMOrpadum npuaaTOYHbIX
nasyx Hoca — MaToflorM4ecknx M3MeHeHUNn He 06-
Hapy>XeHo.

KoHcynbmauyuu creyuanucmos (8 cmauyuoHape)

OcCMOTpEH NapMHIOOTOPUHOIIOTOM — XPOHUYECKUN
PVHUT (OaHHbIX 3a nepdopauno HOCOBOW Mepero-
poaku Het). OcMOoTp opTanbsMOnoroM — naTtonorunst
He BbisiBNeHa. KoHcynbraums HeBponora — nartoso-
rmst He BbisiBneHa. KoHcyneraumst ptuanatpa — Ty-
GepKynesHbI NPOLECC B NTErKNX UCKITHOYEH.

KnuHunyeckum ganarHos

Taknum 0bpasom, yuntbiBagd TUNUYHBIN «BACKYmUT-
HbIA» KOXHO-remopparmyecknini CUHAPOM, ANUTESb-
HbIA CMHOPOM WHTOKCMKaAUUW B BuOE NMXOpagKu
N CHWKEHUsA Maccbl Terna, apTpanruu, nopaxeHusi
NErkMx ¢ NpMsHakamu gbixaTernbHOM HegoCTaTOuHO-
CTK, nabopaTtopHble NPU3HAKA MMMYHONOrMYECKOWN
akTmBHocTM (nosblweHne LUK, pesmatongHoro
dakTopa), a Takke nonoxutensHble ANCA, nauyu-
€HTYy Obin BbICTABMNEH CreayllWmMin AnarHos: cuc-
TeMHbIN BackynuT mernkux cocygos, ANCA-accouu-
NPOBaHHbIN.

OvddepeHumanbHaa gnarHocTuka

YuntbiBasi nopakeHue nerkMx, BO3MOXKHOe BO-
BrieYEeHME BEPXHMX AbIXaTenbHbIX MyTel (remop-
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parMyeckme KOpOYKM B MOSMOCTU HOCA, HOCOBblE
KpoBOTeyeHus1), He uckntoyancsa IMA. Kpome Toro,
pPeELAMBUPYIOLWNA  BPOHXOOBCTPYKTMBHLIA  CUH-
Opom 1 noBblilleHe obuwero IgE He ucknovaroT
SITIA, XxoTa Ansa Hero HeobxoguMma cToMKasi 303U-
Hocounusa (6onee 10%), koTopas B 4aHHOM criyyae
OTCYTCTBYET.

MeauumMHcKue BMellaTenbCcTBa

B otmeneHuu 6bina HasHadeHa cnegyoowas me-
OMKaMeHTOo3Hast Tepanust Ans MHAYKUUN PEMUCCUM
(B nepByto Hegeno rocnuTanuaaummn): MeTUnnpes-
HW30MOH B BMAe nynbsctepanuun B fo3e 1000 mr B/B
Ne 3 (4epes geHb) ¢ mocneayrLmUM HasHaYeHNEM
MeTunpega per os 1 wmr/kr/cyT; umknodochammg
500 mr B/B KanenbHO 1 pa3 B 28 gHewn; NynbMUKOPT
0,5 r 2 pasa B cyTku Yepe3 Hebynansep; NeHTOKCK-
dunnuH B/B Kan. [JaHHylo Tepanuio naumeHT nony-
Yan B TeyeHne 1,5 mecsiua 0O BbINMCKN U3 CTauu-
oHapa (KoHel, ceHTs6ps 2019 r.). B manbHenwem
pekoMeHOOBaHO  BBedeHue  Luknodochamuga
B Ao3e 500 mr B/B kanenbHO 1 pa3 B Mecau 1 npo-
OOMKUTb npuem metunpeda 1 mr/kr/cyT 0o goctu-
XEHUST PEMUCCUN.

OnHamMuKa n ncxoabl

Uepe3 MecsiL, OT Hadana Tepanuu (CeHTs0pb
2019 r.) cocTosHME Marnb4YMKa 3HaYUTENbHO Yryud-
LUMNOCk: NepecTan nMxXopaauTb, NOCTEMNEHHO yrac
KOXXHO-remopparm4eckMin CUHAPOM W HOBble Bbl-
CbiMaHMsa He MOSBNANUCb, a Takke KynupoBarics
Kallenb M UcYesnu Npu3Haky ObixaTernbHON Heao-
ctatovyHocTn. B oktabpe 2019 roga nposeaeHa
kKoHTponbHast KT-Ol'K, rae otMeveHa 3HaunTenbHas
nonoXxuTenbHas AMHaMuKa: OTCYTCTBYET CHUXKEHUE
nHeBMaTM3aLmMn ferkMx no TNy MaToBOro CTekna,
HO COXPaHSATCH He3HauMTenNbHble MPU3HaKW OBY-
CTOPOHHEW BPOHX00BCTPYKLNN.

C okTa6p4sa no gekabpb 2019 roga nayneHT NocTy-
naet eXemecsidHO Ons B/B BBedeHus uuknodoc-
damumga (500 Mr) n npogormKkaeT exxeaHEBHO Nepo-
panbHO NpuHUMaTb metunped 1 mr/kr. Ha gaHHom
Tepanuu xanod MansyvMk He NpeabsBRsieT, COCTO-
sHMe coxpaHseTcs cTabunbHbiM. B ganbHenwem
WMMYHOCYMPECCUBHYKD  Tepanuio  NraHupyeTcs
NPOAOIKUTbL B MPEXHeM obbeme [0 WHAYKUUU
CTOMKOW KITMHMKO-NTabopaTopHOM peMuccum ¢ no-
CrneaywwmMM HasHadeHVeM MNOAAEPKMBAIOLLETO
neyeHus.

MporHos

ANCA-accoummpoBaHHbin CB sBnsieTcs KOHT-
ponMpyembiM, HO HeuarnevyMMmbiM 3aboneBaHueM
M 4acTo MMEET OTAalleHHble MOCneacTBUsi, KOTO-
pble TpebylT NPOAOIPKUTENBHOIO KOMMIIEKCHOTO
neyvyeHus.
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OBCYXOEHUE

[aHHbIN KNWHMYECKM CchnyyYan nokasan CroX-
HOCTb [OMarHOCTUYECKOro Movcka Pedkoro B AeT-
ckom Bospacte ANCA-accoummpoBaHHoro CB.
B TeyeHue 6 mecsueB y naumMeHTa NogpoCTKOBOrO
BO3pacTta B KMVMHUKE OOMWHMPOBANN CUHOPOM WH-
TOKCMKaLMN Y CUMMATOMbI, CBSI3aHHbIE C NOpPaXeHu-
eM rnerkunx. B cBa3u ¢ atnum Habniogancs ¢ gnarHo-
30M «PeLnanNBUPYIOLLNIA OBCTPYKTUBHBIV BPOHXUTY,
nony4an HEOAHOKPATHO AaHTUOMOTUKM LLUMPOKOTrO
crnekTpa OEeWCTBUS U MHransumoHHble ©poHxoau-
naratopbl 6e3 ctornkoro adpdpekta. YuutbiBasi no-
pakeHue nerkMx, B Hadarne 3aboneBaHus B Kpyr
anddepeHumnanbHOro guarHo3a BKIIHYanuchb Ae-
Ol0T OpoHXManbHOW acTMbl, MMWKOMMA3MeHHas
N xnamumgunHas uHdpekumn, Tybepkynes. A B Ha-
cTosilee Bpemsi bbina 6bl HEOOXOAMMOCTbL UCKMHO-
yatb 1 COVID-19-uHTepcTmumanbHy0 MHEBMOHNIO,
B Nnutepartype onucaH knuHudeckuii crydam ANCA-
acCoLUMMPOBAHHOIO BacKyrnuTa, KOTopbi B AebtoTe
nmutuposan knuHuky COVID-19 [16]. MossneHne
TUMUYHOTO «BACKYNUTHOIO» KOXHO-remopparnye-
CKOro CMHApPOMAa W apTpanrui (4epes nonroga ot Ha-
Yyana 3aboneBaHusl) y HalLero nalmeHTa ycKopuso
OMarHoCTMYeCKUin MOMUCK, YTO MO3BONUIIO Bepudun-
uMpoBaTb AaHHoe 3aboneBaHue.

CornacHo MexayHapogHbiM — peKkoMeHZauusam
no neveHnto ANCA-accouunpoBaHHbix CB, 6onbHO-
My Ha3HadeHa Tepanusi rMIKOKOPTUMKOCTEpPOUAaMu
n yuknodocdhammgom [11, 13]. Yke yepes mecay
OT Hayarna IleYyeHus OTMeYeHa CToMKas MOoSoXu-
TenbHasi AMHaMm1Ka B COCTOSTHUM NaLMeHTa: Kynupo-
Banacb nuMxopagka, yracnv remopparuyeckve Bbl-
CbiNaHNSA U 3HAYUTENbHO YMEHbBLUNNNCL MPU3HAKM
ObIXaTenbHOW HegoCTaTOYHOCTU. JTO MNO3BOMNUIO
NPOAOIKNTL AaHHYI0 Tepanuito Ans AOCTUXKEHUs!
pemuccun. Npu JOCTUXEHUN pemuccnn (He paHee
yem yepes3 6 MecsdLeB OT Hayana Tepanuu) Heob-
XOA4MMO MOCTEMNEHHOE CHUKEHME 003bl [MHOKOKOPTU-
KOCTEPOMAOB, a B AanbHENLEM U Lnknodgochamu-
4a 00 nogaepxuBawolwmx 0os. lNoggepxusatowas
Tepanusa npy CB HasHayaeTca Ha CpOK He MeHee
24 wmecsueB, a uHorga MoXeT ObiTb yBenu4ieHa
0o 36 mecsues [13]. JonrocpoyHoe npumeHeHue
[OaHHON Tepanuu BneyeT 3a cobOoM MHOXECTBO Mo-
DOOo4YHBbIX 9PEKTOB, TaKMX Kak caxapHbli anaber,
XKENyAOYHO-KMLLEYHbIE KPOBOTEYEHMUS, HenTpore-
HWS, pas3nuuHble WHAEKUMn (BKMYas OnmnopTy-
HUCTUYECKME), KOTOpblE€ MOrYT MPUBOAUTbL K KU3-

CIIMCOK AUTEPATYPBI

HeyrpoxatwLmnm cocTosiHusiM. Bcreacteune 3Toro
nauneHTy HeobXoaMMO 4acToe U perynsipHoe Ha-
ontogeHne. B cnyyae nosiBneHus B AarnbHENLLIEM
peumanBa 3aboneBaHWs BO3MOXHO Ha3Ha4YeHue
Guonoruyeckon Tepanum (putykcumab) [13—15].

3AKNMIOYEHUE

CuctemHble BackynuTbl B MNpakTUKe Bpada-ne-
anatpa — [OCTaTOMHO pefkas nartoniorus, M no-
pon BepudMKaumMs OuarHosa 3aTpygHUTENbHa
M 3aHUMaeT OnuTenbHbIM nepuog. [aHHbIA Knu-
HUYECKMI cryvyan He UCKMYeHne. BonblUMHCTBO
ayTOMMMYHHbIX 3aboneBaHuin B CBOeM AebioTe ma-
CKMpYKOTCA Mnof Hecneuudguyeckumm u obLueknu-
HUYECKMMU cuHapoMamMu. My gaHHoro naumeHTa
B TedeHue nepBbix 6 MecsLeB O0OnesHu B KIUHUKE
OOMUHUPYIOT CUHAPOMbI MHTOKCUKAUUM N BPOHXO-
0BCTPYKLMM C Npu3HaKaMu AbixaTenbHOW HegocTa-
To4HOCTW. [oMoraeT npaBuUbHOM NOCTAHOBKE Anar-
HO3a NosIBIIEHNe reMopparn4yeckon Cbinu, TUNUYHOM
ONs BackynuTa, apTpanrum, U BbisiBNEHWE aHTUHEN-
TPOUIbHBIX LUTOMMa3MaTuYeCcKNX ayToaHTUTE.
HasHayeHne cTaHgapTHOM MMMYHOCYMNPECCUBHOM
Tepanuu anss ANCA-accoummpoBaHHbIX BaCKyNMTOB
NoO3BOMNMIT0 OOUTLCSA YNy4dLLEeHUst COCTOSHMSA NaLm-
eHTa. [laHHOe 3aboneBaHve HEeM3neymmo, HO npwu
perynsipHOM MOHUTOPUHIE COCTOSIHMSA M cobrnoge-
HUW Nle4YeHNs1 BO3MOXHA PEMUCCUS C NOCTeaYOL MM
Ha3Ha4YeHeM NoAAePKMBAIOLLIEN Tepanuu.

NH®OPMUPOBAHHOE COIMACHUE

OT odumumaneHbIX npeacTraBuTeNnen nauyneHTa
(poputenewn) nonyy4eHo MHOPMMPOBaAHHOE J06po-
BOIMbHOE corfacue Ha nyonuMkauuio onncaHus Knu-
HMYecKoro crnyyas n nybnukauuto potomatepumanos
(oata nognucanums 27.01.2020 r.).
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A free informed consent was obtained from the
patient’s parents for publication of the clinical case
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2020).
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