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PE3IOME: Do3uHopmibHbIN TpanyneMaTos ¢ nonuanruutom (OI'T), Takike HMEHYeMBblid CHHIPO-
moM Yepmxa—Crpocc, — penkoe UMMYHOOIIOCpenoBaHHOe 3a0oneBaHue. [lo pesynpraTam Meraa-
Hanu3a 2021 rona pacnpoCcTpaHEHHOCTh ONMUChIBaeMOil Ho30s0ruu coctasisaeT 1,22 wa 1 000 000
HaceneHus. B HacTosiee Bpems 3aboneBanue KinaccupuUUpyeTcs B COOTBETCTBUU C HOMEHKJIATY-
poli BacKyJnuToOB, npuHATOH Ha KoH(pepernu 2012 roga B Tom xe Chapel Hill, cornacao koTopoii
paznenenue npoucxonuT Ha 2 tuna: ANCA-monoxutenbablii (ANCA+) 1 ANCA-oTpunaTeIbHBINH
(ANCA-). B nmepBom BapuaHTe Mpeo0IaiatoT SBJICHHUS BaCKyJIHTa, BO BTOPOM — MPEUMYIIEeCTBEH-
HO ajulepruyeckre cMMNToMbl. OCHOBHBIE TOAXOABI K TEPANUU TaKUX MALlMEHTOB OCHOBAHBI HA UX
COCTOSIHUHU U pUCKe JIeTaJdbHOCTH. Hame knHn4eckoe HabIIoleHne XapakTepu3yeT TPYAHOCTH JI1-
arHOCTHUKH Y AIlUEHTOB C CHCTEMHBIMH BaCKYJIMTAMHU U IIOKA3bIBACT BO3MOXKHOCTH MYJIbTUAUCLIH-
MJIMHAPHOTO MOJX0/1a B UX JUArHOCTHKE B MHOTONPO(UIBHOM CTallHOHApE.

KJIOUEBBIE CJIOBA: »03uHO(MIBHBIN T'paHylIeMaTo3 ¢ MOJWAHTHUTOM, CHHApOM Yepmxa—
Crpocc, KITMHUYECKUN clTydai.

A CLINICAL CASE OF EOSINOPHILIC GRANULOMATOSIS
WITH POLYANGIITIS COMPLICATED BY LUNG, HEART
AND GASTROINTESTINAL TRACT DAMAGE
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ABSTRACT: Eosinophilic granulomatosis with polyangiitis (EGP), also referred to as Churge-
Strauss syndrome, is a rare immune—mediated disease. According to the results of a meta-analysis
from 2021, the prevalence of the described nosology is 1.22 per 1,000,000 population. Currently, the
disease is classified according to the nomenclature of vasculitis, adopted at the 2012 conference in the
same Chapel Hill, according to which the division occurs into 2 types: ANCA-positive (ANCA+) and
ANCA-negative (ANCA-). In the first variant, the phenomena of vasculitis prevail, in the second —
mainly allergic symptoms. The main approaches to the treatment of such patients are based on their
condition and the risk of mortality. Our clinical observation characterizes the difficulties of diagnosis
in patients with systemic vasculitis and shows the possibilities of a multidisciplinary approach in

their diagnosis in a multidisciplinary hospital.

KEY WORDS: eosinophilic granulomatosis with polyangiitis, Churge—Strauss syndrome, clinical

case.

BBEIEHUE

D03uHODUIBHBINA TpaHyJIEMaTo3 ¢ MOJUaHTHH-
tom (OI'TI), Takke nMeHyemMbIli cHHApPOMOM Yep-
mxa—CTpocc, — pekoe UMMYHOOTIOCPEIOBAaHHOE
3a00JIeBaHNe, XapaKTepHU3yIoleecss OpOHXUATb-
HOH acTMOH, 203WHOGUINEH KPOBU U TKaHEH, T0-
pa)keHHeM OpTraHoOB, BACKYJIUTOM MEJIKUX COCY/OB,
CHHYCHUTOM, HH(QWIBTPATaMH B JIETKUX U HEBPOIIa-
tuei [1, 2].

OI'Tl 6w11 BIIepBBIC OMHUCAH Kak ocobast popma
y3€JIKOBOIO MTOJINAPTEPUNTA U OTHECEH K aJlIepIH-
YeCKOMY TpaHyJIeMaTO3HOMY aHTUUTY. AMepUKaH-
ckue natosioru Jacob Churg u Lene Straus B 1951
rOJy MPEJCTABIIIM PE3YJIbTATHI ayTOTCHu 13 maru-
€HTOB CO CXOJIHOM KIIMHHUYECKON CHMITTOMATHKOM,
BKJIIOYABIIEH TSOKENYI0 OpOHXHAJIBHYIO acTMYy,
JTUXOPAIKY, S03MHODUINIO, CEPIEYHYI0 W IOYeH-
HYIO HEZIOCTaTOYHOCTb, a TAK)KE IepUPEPUIECKYIO
Helpornatrio. OgHAKO B Ka4eCTBE OTIEIHHON HO-
3oiorndyeckoit equunil D111 Obul BeIIEIEH B ca-
MOCTOSITeNTbHOE 3a00JI€BaHNE JTUIIE CITyCTS 39 JeT.
B 1994 rony na Yanen-XwUIbCKOW PEBMATOJNIO-
rHYECKO KoH(pEepeHIUH ObUIO AaHO Clefylolee
ompenenenne cuaapomy Yepmra—CTpocc: «203u-
HOQHUIBHOE M IpaHyJeMaTO3HOE BOCHAJIEHHUE, IO~
paxaroliee JAbIXaTeIbHBIH TPAKT W BBI3BIBAIOIIEE
HEKPOTU3UPYIOLIMHA BAaCKYJIUT COCYHZOB MEJIKOTO
U cpeqHero Kaiudpa, acCOIMUPOBAHHOE C aCTMOM
u so3uHOoGmIHei» [13, 14].

ITo pesynpraram metaananuza 2021 roma pac-
MIPOCTPAHEHHOCTh OMUCHIBAEMOW HO30JIOTHH CO-

crapnsier 1,22 na 1 000 000 nHacenenus. ABTOpBI

JTAHHOTO WCCJIEIOBAaHUS YTBEPXKIAIOT, YTO, TIO-

CKOJIbKY OHO SIBJISIETCS €IUHCTBEHHOU MOIBITKON

OTIPEJIENIUTh JMHUAEMHONIOTHIO 3a00JeBaHus, HE

MOXET OBITh MCTHHHO BEPHBIM B CBSI3H C pa3HO-

POTHOCTBIO MPOAOIKUTEIFHOCTH HCCIIEOBAHMIH,

pasMepoB BBHIOOPKH TAIMEHTOB, a TaK)KE HEBO3-

MOYKHOCTBIO COOTBETCTBMSI HEKOTOPBIX HCTOPH-

YECKHX JaHHBIX TEKyIIUM TeHIaeHnusM [3]. B Ha-

cTosimiee BpeMs 3aboJieBaHMEe KiaccupuUupyercs

B COOTBETCTBUM C HOMEHKJIATYPOH BACKYJIHTOB,

npuHsaToi Ha KoHpepeHuun 2012 roma B TOM XKe

Chapel Hill, cortacHo koTOpol pasieicHue Mpo-

ucxoquT Ha 2 Thna: ANCA-TOJI0KATENbHBIN

(ANCA+) u ANCA-orpunarensusiii (ANCA-).

B mepBoM BapmaHTe peodIagaroT SIBICHUS BaCKY-

JUTa, BO BTOPOM — IMPEUMYIIECTBEHHO aJUIepIH-

geckrue cuMnToMbl (Tadm. 1) [2].

B Hacrosiiiee BpeMs B KIIMHUYECKOM TCUCHUU
3a00JIeBaHMS IPUHATO BBIAETATH 3 (asbl:

1. IlpompomanbHas (ammepruyeckas), ITUTEIb-
HOCTBIO 10 2—5 IIeT, YaIie BCEero JAeOrTUpyeT
MIPOSIBIICHUSMU OPOHXHMAIBHON aCTMBI, pUHUTA,
CHUHYCHUTA, TIOJMIIO30M HOCA W Hecnenuduye-
CKHUMH CHUMIITOMaMH, TaKUMHU KaK apTpairus,
MUAJTHsI, IIOTEPsI MacChl Teja.

2. IlpomexyTtouHas (so3mHOpMIBHAS) (a3a, mIu-
TEIBHOCTHIO OKOJIO 10 JIeT, ITIaBHBIMU MPOSIBIIC-
HUSMH KOTOPOM SIBISAIOTCA 303MHOMUIUSA, Ya-
CTO TIPHUBOASAIIAS K JETOYHBIM WH(UIBTpATaM,
203UHOMMIbHAS KapAHOMHONaTus (¢ mporpec-
CUPYIOIIUMU MPU3HAKAMH CEpACYHON HEI0CTa-
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Tabmuua 1
Iposenenus OI'Tl u Hanmmume >TUX cHMITOMOB y manuenTta K. [6]
Table 1
Manifestations of EGP and the presence of these symptoms in patient K. [6]
XapakTepucTHKA ANCA+ (%) ANCA- (%) Hanuent K.
BponxuanpHas actma 95-100 97-100 +
Cunycut 51-77 38-78 -
WHUABTPATHI B JIETKUX 40-56 39-71
[lepuxapaut 7-20 0-3 +
Kapnuomuonarus 89 19-33 -
[opaxeHue mouek 27-51 12-16 -
Dosunodpumms >10% 91 97 +
Backynaut Menkux cocynoB npu 6uomncun 76-79 31-32 -
ITopaxenue XKKT 20-42 22-26
[TopaxxeHue koxu 45-60 3648

TOYHOCTH) U MOPAKCHHE KETYI0UHO-KUIIIETHO-

IO TPaKTa.

3. BackynutHas (aza, B KOTOPYIO IMPOUCXOIHT
MOpaKeHNE CPEAHUX M KPYNHBIX COCYIOB, YTO
MPOSIBISIETCS KPOBOMBIUSHUSIMH B KOXKY THIIA
IIypIyphl U TOAKOKHBIMU Yy3€JIKaMH, [JIOMEpPY-
JOHEe(PHUTOM, MYJIBTHUILIEKCHBIM MOHOHEBPH-
TOM, DO3MHO(PMILHBIM YHIOMHOKAPIUTOM.
OCHOBHBIE TOAXOABI K TEpanuu TAaKUX Malu-

CHTOB OCHOBaHbl Ha WX COCTOSHUM U PHCKE Jie-

tajgbHOCTH. [locnennuii 0OBIYHO OLIEHMBAETCS 110

mkane Five Factor Score (FFS), mepecmorpenHoii

B 2009 rony u cocrosieil U3 5 KpUTEpUEB:

1) Bo3pacrt crapiue 65 nert;

2) KIUHAYECKHWE TPOSBICHUS CEPACYHON HEIo-

CTaTOYHOCTH;

MOpaXKeHUE KETYIOUHO-KAIIEYHOTO TPAKTa;

HaJM4YUe TOYEYHOH MaToJIOTHH;

3abonesanus JIOP-opranos.

3a HajguM4yue KaXXJI0ro U3 MPU3HAKOB jaercs 1

0aJ1, OHAKO JHIIbL TepBBIC 4 CBS3aHBI C HebOMa-

ronpusaTHeIM nporHo3oMm. IlposBienus B cdepe

JIOP-opranoB, B cBOIO ouyepeab, aCCOLUUPYIOT C

MO3UTHBHBIM UCXOJOM, TIOATOMY MX HAJIWYHE Olle-

HuBaetcs B 0 6amnos [S]. brmaronpustHeIM cunTa-

eTcsl OTCyTcTBHE OajioB, a Tepanmueil mpu TakoM

BapHaHTE SIBJISETCS HCIOIb30BAHUE TIIFOKOKOPTH-

koctepounoB (I'KC) kak mepopanbHo, Tak U BHY-

TpuBeHHO. Ciy4au, B KOTOPBIX y IallMEHTa HMe-

eTcs >1 0anoB, CUNTAIOTCS HEONATONPUSATHBIMU U

TpeOyIOT KOMOMHUPOBAHHOTO JICUCHHSI.

B CIIIA u cTpanax 3anagHoii EBpornsl B kauecTBe
KOMOWHHMPOBAHHOTO JICYCHUSI UCTIONB3YIOT OUOJIOTH-
YEeCKYI0 Teparuro, a UMeHHO Ookaropsl IL-5, Takue
Kak Menoim3ymal u pecnnzymad, oHako Haubomee
MOAXOSIUE JTO3UPOBKA U CIOCOOBI NPUMEHEHUS

3)
4)
5)

Menonu3ymMada Bce €IIe M3ydaroTCsl, YTO MPHUBOAUT
K TIOSIBJICHUIO BCE OOJIBIIIETO KOJIUYECTBA J[OKa3a-
TEJBCTB, MOATBEPIKIAIOIINX ero 3((HEKTUBHOCTD OT-
JISIEHO WJTM B KOMOWHAIMH C IPYTUMHU BapUaHTAMU
Ha pa3HBIX cTaausax 3adonesanwus [8, 10].

Jns MHOYKIUW PEeMHCCHU TakXKe TPUMEHS-
ercs anturena k CD-20 — Putykcumad, ogHako
Gregory Pugnet u coaBT. B JBOHHOM CIJIETIOM paH-
JIOMU3UPOBAHHOM KOHTPOJIUPYEMOM HCCIIEI0Ba-
HUAW BBISIBWIW, YTO JAaHHBIA Mpemapar He MPeBOC-
XOAWJI TPAIUIIMOHHYIO TepareBTUYECKYIO CTpaTe-
TUI0, OCHOBaHHYI0 Ha mikaie FFS [9].

Jnst coxpaHeHWS PEMHUCCHH, TONYYSeHHOW B
X0/ MPUMEHEHHUsT OMOJOTMYECKHX IIPerapaTos,
npuMenstoT [lukmodocdamun, ycrenrHo UCIomb-
30BaHHBI B PaHIOMU3UPOBAHHOM KOHTPOJIUPY-
€MOM HCCIIeJIOBAaHWH, KOTOPOE T0KAa3al0 OjMHa-
KOBYI0 3((EeKTHBHOCTh KaK NpPH MEpPOpaIbHOM
npueMe, TaK U IPU BHYTPUBEHHOM BBEJICHUU. D(-
(eKTUBHOCTh JPYTUX MMMYHOJETIPECCAHTOB IPU
OI'Tl He umeet moka3aTeabHOM 6a3sl [7, 11].

B Bompocax mnporHo3upoBaHus JalibHEHIIEro
COCTOSIHUS TAIMEHTa UMEETCS Psii IPOOJIeM, CBsI-
3aHHBIX C OTPAHWYEHHBIM KOJIMYECTBOM IyOiIHKa-
LIUNA HA 3Ty TEMY U MOJIXOA0B K TEPaleBTUUYECCKUM
MepompusATHAM. HecMoTpss Ha 3TO CYIIECTBYIOT
JIAHHBIE O TIOKA3aTeNIX BHDKUBAEMOCTH. Tak, B HC-
cienoBanuu, nposeaeHHoM B CIIA, Habmonanack
5-neTHsASA BBDKMBAEMOCTb Y 96% denoBek ¢ ycTa-
noBiaeHHoH DIl ¢ HeETSIKEIBIM TEUYEHUEM [axke
MU YacTBIX pEHUINBAX, KOTOPHIE OTMEYaJuCh
Oonee uem y 40%. Peunausel BackynuTa OOBIY-
HO BO3HUKAIH B TEUCHUE MEPBBIX NIBYX JIET MOCIE
MOCTAHOBKH JIMAarHo3a, a WHas CHMIITOMaTHKa, Ha-
puMep, acTMa M PUHOCHUHYCHUT, OTMEYAINCH HA
MPOTSKEHUH BCero HabmomeHus [8].
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Puc. 1, a. O630pHas peHTreHOrpaMMa OpraHOB TPYIHOH KiIeT-
KH, cTosL, oT 15.09.2022 r.: peHTreH-IIpu3HaKy HHTEp-
CTHIMATIbHON MH(MIBTpAMU B CyOIIIeBPaIbHBIX OT-
JieflaxX HIKHUX J0JIeH 000UX JIETKHX

Fig. 1, a. Overview X-ray of the chest organs, standing from
09/15/2022: X-ray-signs of interstitial infiltration
in the subpleural parts of the lower lobes of both
lungs

Puc. 1, 6. O630pHast peHTTeHOrpaMMa OPTaHOB IPYAHOH KIIeT-
KH, Jiexa, ot 18.09.2022 r.: peHTreH-IIpU3HAKH HHTEP-
CTUIMAJIBHOTO OTEKa JIETKUX C TCHJCHIMEH mepexoaa
B allbBEOJSIPHYIO (ha3y

Fig. 1, b. Overview radiograph of the chest organs, lying
down from 09/18/2022: X-ray signs — interstitial
pulmonary edema with a tendency to transition to the
alveolar phase

Tabmnuma 2

JlabopaTopHble MOKa3aTen KPOBU MIPH MOCTYIUICHUH B CTallMOHAp y nanueHTta K.

Table 2

Laboratory blood parameters at admission to the hospital in patient K.

Kiunnyeckuii anaiu3 KpoBu

buoxumMuyeckui
aHaJIU3 KPOBH

Koaryiorpamma

Jletikoumros 31,4x10° r/n
(PU: 4-9%10°), 3a cuyeT pe3Ko BbIpa-
JKEHHOTO 903UHO(UIBHOTO KOMITOHCH-
Ta 64,2% (PU: 0,5-6%), HelTponicHUs
23,5% (PU: 43-76%)

HOBBIILICHUE TPAHCAMUHA3!
AJIT 97 En/n (PU:<40),
ACT 112 Ex/n (PU < 37)

CkioHHOCTB K runoxoaryssinny (Iporpom6uno-
Boe Bpems 16,7 cex (PU: 9,4-12,5), nporpoMbun
no KBuky 62% (P11 70-130), a Takxke ymepeHHast
runepudpunorenemus (Gudpunoren 4,61 /i,
npu PU: 2-4)

ONMUCAHUE KIIMHUYECKOTO GITYYAq

[MTaument K., 38 ner, rocnutanu3upoBaH B
CII6 I'bY3 «loponckas MapuuHckasi O0JIbHHUIIA»
15.09.2022 1. ¢ nuarHo30oM «OCTpHIil KUBOT, 000-
CTpeHue si3BeHHOoW Oonesnm». [locTymumi ¢ xaino-
Oamu Ha OOJTM OTOSICKIBAIOIIETO XapaKTepa B BEPX-
HUX OTAeNaX KUBOTA, OCCIOKOAIINE €ro B TCUCHUE
[OCJICAHEH HeJleNn, a TaK)Ke HaJluuue reMopparu-
YECKOM CBIIH, Pa3peLIMBILEHCS CaMOCTOSTEIBHO
3a JIBE HEJIEIH JI0 HACTOSIICH rOCIUTAIH3AIHH.

W3 apamHe3a M3BECTHO, YTO B TeUcHHE 4 JIET
HaOJIomaeTCsl y IMyJbMOHOJIOTa C JUAarHo3aMu:
OoponxmnanbHas actMa (BA), TpaxeoOpoHxuaabHas

JTUCKUHE3Us, OpOHXOdKTaTH4Yeckas 0one3Hb. B ka-
YeCTBE TEPANHH C IEIIbI0 JeUeHUS OpPOHXHATbHOM
aCTMBbl HECKOJIBKO JIET NPHUMEHSET JEKCaMeTa30H
4 TableTKu B CyTKH, CHMOMKOPT M cainbOyTaMom
MHTAISIHOHHO.

B OCMII 6onbHoi ocmoTpeH Bpadwom OCMII
U JIOKYPHBIM XHPYPrOM, C MOJO3pEeHHEM Ha 000-
CTPEHHE XPOHUYECKOTO MaHKpeaTuTa WM S3BEH-
HOM OOJIC3HM JKeIyIKa TOCTHUTATU3HPYETCS B 6-¢
xupyprudeckoe otnenenue. llpu mnoctymienun
oOpamaer Ha ce0si BHUMaHHE BBIPAKECHHBIN Jieii-
KOIIUTO3 32 CYET 303MHOQWINN B KIMHUYESCKOM
aHanuse KpoBu (Tabn. 2). Ilo JaHHBIM peHTreHo-
rpaguu TPyOHOW KIETKH omnnucaHa Rg-xapThHa
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WHTEPCTUIIMAIBHON HH(WIBTPAIMK B CErMEHTax
S-S, B 06oux nerkux (puc. 1, a, 6). Ilpu ymbr-
Pa3BYKOBOM HCCIIEZIOBAHUH OPTaHOB OpIONTHOM
MOJIOCTH OTMEYaeTcsl HapylIIeHHE MEePUCTAIBTHKI
kumkd. [lo manaeiM OIJIC: hubOpuHO3HBIN ped-
JIOKC-330()aruT, XpOHUYECKUI TacTPOAYOACHUT B
CTaauu 000CTPEHUS U IyOJleHOTaCTPaIbHBIN ped-
JOKC. B CBS3W ¢ BBISBICHHBIMA U3MEHEHUSMH B
KIMHUYECKOM aHaJIN3e¢ KPOBH MAlMEHT 00CYXKICH
C BpadoOM-Te€MaTOJIOTOM — KOHCYJIBTaHTOM. YCTa-
HOBJIEH AMAarHo3 «DO03MHOQPUINS HEYTOYHECHHAS
Y PEKOMEHIOBaHO 00CIIeJOBaHNE Y TeMaToyiora 1o
MECTY KUTEIbCTBA.

VYxyjiieHne B COCTOSHUW TMAIlMeHTa IMPOU30-
muto 17.09.2022 1., xorma mossBHICS Kalledb ¢ MO-
KpOTOM, cofepiKalled MpPOKUIKK KPOBH, pe3Kas
c1aboCTh, MOTAUBOCTH, TUCKOM(OPT B JEBOM TO-
JIOBHHE TPYAHOM KJIETKH, OMHOKpATHAs PBOTA.

[lo maHHBIM OOBEKTHBHOTO OCMOTpa OTMede-
HO HapacTaHUe [bIXaTeJIbHOH HEJOCTaTOYHOCTH
CO CHIDKCHHEM caryparuu kuciopona mo 91% na
(hoHe wHCYypPuAIMM YBIAKHEHHOTO KHCIOPOJA
Yyepe3 Ha3albHbIC KaHIONW — 8§ JI/MUH, FeMOJINHA-
MHYECKHE PacCTPOMCTBA CO CHUIKCHHEM apTepH-

.39/nm-t .‘lB-CEH-ZZ 1

18 mm/mMB

58 mm/c AT-181 1.24 Mm @.85-35Mu  F5@

136/mMun

18 le Bc 18-CEH-22 13.
UR

B e i S e i UV M P N g

auL

bR

3VF

iT-181

e

@ mm/c 1.24 Mm 8.@85-35fu  FS@

anpHOTO maBieHus (AJl) mo 80/40 MM pr.cT., Ha-
pYLIEHHEM PUTMa U MPOBOJUMOCTH cepua (Taxu-
cucrosindyeckas (hopma TperneTaHusi Npeacepanii u
noJHast 6J0Kaj1a JIeBOM HOXKKH mmydka ['uca). B cBs-
3U C Pa3BUTUEM XXU3HEYI'POXKAIOIIMX HapyLICHUI
put™Ma cepana u remonunamuku 17.09.2022 r. me-
peBefieH B OTJEJeHHE PEeaHHMAallld U WHTEHCHB-
Hoii Tepanuu (OPUT) ¢ menpio mpoTe3supoBaHUs
BUTAIBHBIX (YHKIUI B BUJIE HHOTPOITHOM M Ba30-
MIPECCOPHON MOANEPKKHU (100yTaMUH 3 MKI/KT B
MUHYTY, HopaapeHanuH 0,05 MKI/KT B MUHYTY).

B OPUT mo gaHHBIM 71a00paToOpHOTO KOHTPO-
TS COXpaHAeTCs DO3MHOQPWIBHBIA JIEWKOLHUTO3
(EOS — 41,1%), mnoBbimenne C-peakTHBHOTO
oenka o 37,2 mr/n (PU <5), JI-numepa no 714 ur/
mi (PU <250), tpancamunas (ACT 40 En/m, AJIT
335 En/n) u Tpononuna xo 2,9 ur/mn (PU <0,5).
MPOKAJIBIIMTOHUHOBBIH TECT B mpenenax pede-
PEHCHBIX 3HAYEHUH.

[To nanubm OKI (puc. 2): Taxucucroauyeckas
dbopma TpemeTaHus MPEACePANii, MoaHas OoKamza
neBoil HoxkM mydka ['mca. Ilpu TpancTopakanb-
HoM DxoKI -uccrienoBanuu BeisiBICHBI U dy3HOE
HapyIlIeHHEe COKPATUMOCTH MHOKapa ¢ (paxkiueit
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Puc. 2. Dnekrpokapaunorpamma 6onpHoro K., 18.09.2022 1., npu nmocTynjIeHU: B CTallOHAP

Fig. 2. Electrocardiogram of patient K., 18.09.2022, upon admission to the hospital
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Puc. 3. MyabTicnupanbHas KOMIIbIOTEpHasi ToMorpadus OpraHoB TPyAHON KIETKM — KapTHHA BBIPAXKEHHOIl JBYCTOPOHHEH
MONMCETMEHTAPHON MHTEPCTUIHATBHON MHOHUIBTPAIMH C MPU3HAKAMU OTEKa JIETKUX, ABYCTOPOHHETO THJIPOTOpaKca
C KOMIIPECCHOHHBIMHU aTeJIeKTa3aMH HIKHUX J0Nei IeTKuX, THAPONepruKapaa, yMEpeHHO BBIPAKEHHOH cpeoCTeHHON
nuMQareHOaTuN

Fig. 3. Multispiral computer topography of the chest organs — a picture of pronounced, bilateral polysegmental interstitial
infiltration with signs of pulmonary edema, bilateral hydrothorax with compression atelectasis of the lower lobes of the
lungs, hydropericardium, moderate mediastinal lymphadenopathy
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CLINICAL CASE

BbIOpoca 21% (PU >70%), BeIpaskeHHas! CUCTOJH-
yeckasi AMCHYHKIMS, THAPOIIEPUKAP/, IBYCTOPOH-
HUI THIPOTOPAKC.

[To manueiv MCKT OI'K (puc. 3) BbIsiBIEeHa
KapTHHA MHTEPCTHLMAIbHON IHEBMOHHMHM, T'MIpPO-
TOpakca M yYMEPEHHOTO THApONepUKapia, a Tak-
K€ HE3HAUUTENIbHOE YBEJIMYCHHE JINM(PATHUECKUX
y3JI0B CPEOCTEHUSI.

18.09.2022 1. B ycnousix OPUT GonbHOM KOH-
CYJIFTUPOBAH BPAuOM-TEPANeBTOM, KOTODPbI Ha
OCHOBAaHMM aHAMHECTHYECKHX, KIMHUYECKUX, Ja-
OOpaTOPHBIX U MHCTPYMEHTAJIBHBIX JaHHBIX IPE-
nojlaraeT AMarHo3 «J03uHO(GUIBHBINA TpaHyieMa-
T03 ¢ monuanruuToM (cuaapom Yepmxa—Crtpocc)
C TOPAKCHHEM KOXH, JIETKHUX, >XEIyIOYHO-KH-
HICYHOTO TPaKTa M CEepAla» U PEKOMEHIYEeT Mpo-
BereHue nudepeHunanbHoil AMarHOCTUKU C TH-
MEePI03UHOPUIBLHBIM CHHIPOMOM, MaCTOLIUTO30M
W TIIMCTHOW MHBA3UEN.

B cBs3u ¢ noBbIlIEHHEM YPOBHS TPOIIOHHMHA U
norydeHHbIMA JaHnHbeIMU DKI'- 1 OxoKI-uccnemno-
BaHUI NpoOBeJleHa KOHCYJIbTAlMs Bpaya-KapIuoio-
ra, KOTOpbIil CHSI Aaruo3 « OCTpbId KOPOHAPHBIN
CHUHJIPOM», a IOBBILICHHE TPOIOHUHA PACLEHEHO
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UM Kak MOopakeHWe MHOKapia Ha (oHe rumepio-
3MHO(QUILHOTO CHHAPOMA.

B xome muddepennmanbHON AMArHOCTUKH BHI-
MIOJIHEHO MCCIIeJIOBaHNE KPOBHU Ha HaJU4ME aHTHU-
HyKJeapHOro (akTopa M OIpefesieHne aHTHHEeH-
TpoduIabHBIX MIazMarndeckux antuten (ANCA),
KOKIBIH W3 KOTOPBIX OKa3aJiCd OTPULIATEIHHBIM.
XoTsi 203MHO(UIIBHBIN TpaHylIeMaro3 C TOJHaH-
runToM oTHocuTcsi K ANCA-accounupoBaHHBIM
BaCKyJIUTaM, MO IUTEPAaTypHBIM JaHHBIM HeTO-
cpenctBeHHO ANCA o6HapyXUBaeTcsi TOJBKO Y
40-60% OGONMBHBIX.

3a BpeMms Haxoxiaenus B OPUT mauuent mo-
Jydaj Tepamuio TIIIOKOKOPTHKOCTEepouaamMu (Ta-
OneTku JlekcaMeTa3oH B jo3e 24 mr/cyT). Ha done
JIeYeHUs ObLI KyIHUPOBaH THIIEPI03UHOPUIBHBIN
CUHIpPOM (CHWKEHHE OTHOCHUTEJIBHBIX IIOKa3are-
nedt s03uHOpMIOB ¢ 15.09.2022 r. mo 27.09.2022
I., COOTBETCTBEHHO, ¢ 64,2 mo 0,1%), KITHHUIECKU
HaO0JI01AJIOCh 3HAUYUTEIHHOE YIIYUIICHUE CAMOYYB-
CTBHA: CTaOMJIM3WPOBAHBI TOKA3aTeN TeMOINHA-
MUKH, BOCCTAHOBHJICS. CUHYCOBBI PUTM (puc. 4),
Ha OKI He peructpupyetcs 0okama IeBOH HOKKHU
mydka ['uca, BocctaHOBIIeHa (DyHKIIUS TBIXaHUS.
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Puc. 4. Dnexrpoxapanorpamma 6ossHoro K., 30.09.2022 r.
Fig. 4. Electrocardiogram of patient K., 30.09.2022
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Puc. 5.

Fig. 5.

OnekTpoHHast ~ MHKpodoTorpadus,
OKpacka TeMaTOKCHJIMHOM—Y03HHOM,
yB. x80. ®parMeHThl TKaHU TOJICTON
KHIIKH C MOBEPXHOCTHBIMH MEIIKOO-
YaroBbIMH HEKPO3aMH U YMEpPEHHOU
nepuQOoKaTLHON HHUIBTpaen
HEHTPODMILHBIMU TPAHYIOIUTAMA

Electron  micrography,  staining
with hematoxylin—eosin, uv. x80.
Fragments of colon tissue with
superficial small-focal necrosis and
moderate perifocal infiltration by
neutrophil granulocytes

Puc. 6.

DnekrtpoHHas — MuKpodororpadus,
OKpacKa I'eéMaTOKCHIMHOM—303HHOM,
yB. x110. CoOcTBeHHast IUIACTHHKA
CIIM3UCTONW OOOIOYKHU C BBIPAKCHHOM
nuddysHoit nHGUIBTpaKeil 2031UHO-
(GUIBHBIMU TPAHYJIOLUTAMH

Electron  micrography,  staining
hematoxylin-eosin staining, uv. x110.
Own plate of the mucous membrane
with pronounced diffuse infiltration
by eosinophilic granulocytes
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Puc. 7.

Fig. 7.

DekTponHast MEKpodoTorpadus, okpa-
CKa TeMaTOKCHIIMHOM—Y03MHOM, VB.
x200. Ilepexon 303MHO(PHIBHOTO WH-
¢uibTpara Ha MBIIICYHYIO IIACTHHKY
CIIM3UCTOM 000IOUKHU

Electron micrography, staining
hematoxylin—eosin staining, uv. x200.
The transition of eosinophilic infiltrate
to the muscle plate of the mucous
membrane

Puc. 8.

Fig. 8.

OnexktpoHHass MHKpodoTorpadus, okpa-
CKa TeMaTOKCHJIMHOM—J03HHOM, YB.
x320. Do3uHOpUIbHBIH UHUIBTPAT B
SMUTEIHOLHUTAX KPHUIIT.

Electron micrography, staining
hematoxylin-eosin staining, uv. x320.
Eosinophilic infiltrate in crypt epithelial
cells
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[lo crabwimm3anuu cOCTOSTHUS OONBHOTO €My
BBITIOJIHCHA OWOIICHSI TOJCTOW KWIIKU: (par-
MEHTBI CJIM3UCTOM OOOJIOYKHM TOJICTOM KMIIKH C
W3bBSI3BICHUEM, BBIPAXKEHHBIM BOCHAIUTEIbHBIM
KOMITOHCHTOM 0€3 TPHU3HAKOB HO30JIOTHYECKOM
NPUHAIICKHOCTH. YBEIUYEHO KOJIMYECTBO DO-
3UHO(DWIBHBIX TPAHYJIOIUTOB, YTO MOXKET CBH-
JETeITLCTBOBATh O MHKPOCKOTTHYECKOM DO3MHO-
¢unbHOM KoONuTe (pHUC. 5-8). OICHUB MONyYECH-
HBIE pe3yiabTaThl, AMArHo3 «D03WHOMUIbHBIN
rpaHylieMaTo3 ¢ MOJTHAHTUUTOMY» MOATBEPKICH.
[Tocne xoHCYMBTAIIMK Bpada-peBMATOJIOTA ITaIlv-
eHTa npeoxeHo nepesectu B CI16 ['BY3 «Kuu-
HHUYECKas peBMaTojoTHdecKkas OompHUIIA No 25
(Foponckoit  peBMAaTONIOTUYECKUN LEHTP) IS
JalbHEHUIIIETO JICUCHHUS.

OxoHyaTenbHblii AMArHo3 Npu nepesose

OcuoBroit: M30.1. D03WHOPUIBHBIN TpaHy-
JIeMaTo3 C MOJUAHTMUTOM C MOPaXEHHEM JIETKHX
(6bponxnanpHas acTMa, WHOUIBTPATHI B JIETKHX),
cepaua (3HIOMUOKAPINT), KeJIyA0YHO-KHILIEYHOTO
TpakTa (IMaHKpeaTuT, cTabunu3amus). AKTUBHOCTb
Huskas (Ha ¢one Tepanuu ['KC).

ConyTcTBytonuii: XpoHUYECKHI racTpoayo/e-
HHT, CTUXAIOIee 000CTpEHUE.

B omnucaHHOM HamMu KIMHUYECKOM Cilyyae
y mamueHta ¢ ANCA-HETaTHBHBIM CHHIPOMOM
Uepmxra—Crpocc umeercs 2-s1 dasza 3a0oneBaHUS
C Yy4eTOM KIMHMYECKHMX IPOSBICHUM U peakuueut
Ha npumenenue I'KC (nonoxurenshas). IIpornos
S-1eTHEeW NpOJOKUTENbHOCTD JKU3HU NMAllUEHTOB
¢ ANCA-HeraTuBHBIM BapHaHTOM 3a00JeBaHUS,
cormtacHo JaHHeIM @. Mo3ura 1 coaBT., COCTaBIIsA-
et moutu 100% [12].

OpHako, HECMOTpsl Ha MOJIOKHUTEIBHYIO pe-
aKIHMIO Ha TMPUMEHEHHE CHUCTEMHBIX CTEPOUTHBIX
[IpenaparoB U JOCTHKCHUE PEMUCCUH BAaCKyIUTa,
y MHOTHX OOJBHBIX 203WHO(UIBLHBIM TpaHyJeMa-
TO30M C IOJMAHTUUTOM 4YacTO COXPAaHSIOTCS CUM-
IITOMBI TSDKEJIOTO TeYeHUs] OpPOHXMAIBbHON acTMBI.
C yderoM 3TOro, a TaKKe HaJIMYUEM IMaTOJOIHH
cepllla M JKeIyIOYHO-KHUIIEYHOTo TpakTa y JaH-
HOTO TaIlMeHTa TeYeHHe 3a00JeBaHUS MMEET He-
OnaronpusTHBIN xapaktep cornacHo mkaie FFS
(3 6amma) u, BEpOATHO, B OMMIKAUIIUN OTHAICH-
HBI MEepHOA NPUBEAYT K Pa3BUTHIO JIETAIBHOIO
ncxosa.

SAK/TIOYEHNE

JanHoe KIMHUYECKOoe HaOIIONECHHE XapakTe-
pU3yeT TPYAHOCTU JHATHOCTUKHU y MALUEHTOB C
CHUCTEMHBIMU BACKYyJIWTaMHM M IIOKa3bIBA€T BO3-
MOXHOCTHU MYJBTUAUCHUIIIIMHAPHOIO IIOAXO0JAA
B UX JMarHOCTUKE B MHOIOmpo(uIbHOM CcCTa-

uuoHape. Hainume HECKONbKUX KOHKYpPUPYIO-
IIUX TUAarHO30B TPeOyeT TIIATeJIHHOrO aHalIn3a
KIIMHUYECKOW KapTUHBI M pPe3yabTaToB Jabopa-
TOPHBIX M HHCTPYMEHTAJbHBIX HCCIECIOBAHUM,
9TOOBI BCE BEHISABICHHBIC CHHIPOMBI SBHUIIUCH OC-
HOBOM OJIHOW HO30JOTHYCCKOW eaWHMILI. bia-
rojapsi MPaBWILHO YCTAaHOBICHHOMY JIHATHO3Y
MalueHT OBbLI MepeBe/IcH B CIIeIMaIu3UPOBaHHOS
yupexjaenue «lopoackol peBMaTOI0IMYEeCKHUI
HEHTP» I o00pa dTHOMATOTEHETUYECKOH Te-
panuu, 4TO MO3BOJHUT YAYUIIUTH MPOTHO3 TeUe-
HHUs 3a00/1€BaHUSL.

[10NOJAHUTEABHAA UHPOPMALINA

Bkiaan aBTopoB. Bce aBropsl BHecnu cyiie-
CTBEHHBI BKJIAJl B pa3pa0OTKy KOHIETIUH, MPO-
BEJICHUE HCCIEOBaHUS U MOJATOTOBKY CTaThbH,
MPOYIN U OOOpMIN (PUHAIBHYIO BEPCHIO Teper
nyOIuKauei.

KondaukT unTepecoB. ABTOPHI NEKIAPUPYIOT
OTCYTCTBHE SIBHBIX M TMOTEHIIMAIBHBIX KOH(IUK-
TOB MHTEPECOB, CBA3aHHBIX C MyOIMKalMel HacTo-
SILIEH CTaThU.

HUcrounuk ¢uHaHcupoBaHus. ABTOpHl 3a-
SIBJISIIOT 00 OTCYTCTBHH BHEITHETO (PMHAHCHPOBA-
HUS IPU TIPOBEICHUU UCCICIOBAHUSA.

NudopmupoBanHoe coriacue Ha myOaMKa-
HUI0. ABTOpPbl MOJYYUIU MUCbMEHHOE COINIacue
ManueHTa Ha MyOIUKAITUI0 MEIUIIMHCKUX TaHHBIX.

ADDITIONAL INFORMATION

Author contribution. Thereby, all authors
made a substantial contribution to the conception
of the study, acquisition, analysis, interpretation
of data for the work, drafting and revising
the article, final approval of the version to be
published and agree to be accountable for all
aspects of the study.

Competing interests. The authors declare that
they have no competing interests.

Funding source. This study was not supported
by any external sources of funding.

Consent for publication. Written consent was
obtained from the patient for publication of relevant
medical information within the manuscript.

JINTEPATYPA

1. Jakes RW, Kwon N, Nordstrom B et al. Burden of illness
associated with eosinophilic granulomatosis with poly-
angiitis: a systematic literature review and meta-analy-
sis. Clin Rheumatol. 2021 Dec;40(12):4829-4836. DOI:
10.1007/s10067-021-05783-8. Epub 2021 Jun 23. PMID:
34159493; PMCID: PMC8599408.

MEDICINE: THEORY AND PRACTICE

VOLUMES Ne4 2023

eISSN 2658-4204



320

CLINICAL CASE

10.

11.

12.

Jennette JC, Falk RJ, Bacon PA et al. 2012 revised Inter-
national Chapel Hill Consensus Conference Nomencla-
ture of Vasculitides. Arthritis Rheum. 2013 Jan;65(1):1-
11. DOI: 10.1002/art.37715. PMID: 23045170.
Wechsler ME, Akuthota P, Jayne D et al.; EGPA Mepoli-
zumab Study Team. Mepolizumab or Placebo for Eosin-
ophilic Granulomatosis with Polyangiitis. N Engl J Med.
2017 May 18;376(20):1921-1932. DOI: 10.1056/NEJ-
Moal702079. PMID: 28514601; PMCID: PMC5548295.
Trivioli G., Terrier B., Vaglio A. Eosinophilic granulo-
matosis with polyangiitis: understanding the disease and
its management //Rheumatology. 2020. V. 59. Supple-
ment 3. P. 11184-iii94.

Guillevin L, Pagnoux C, Seror R et al.; French Vascu-
litis Study Group (FVSG). The Five-Factor Score re-
visited: assessment of prognoses of systemic necrotiz-
ing vasculitides based on the French Vasculitis Study
Group (FVSG) cohort. Medicine (Baltimore). 2011
Jan;90(1):19-27. DOI: 10.1097/MD.0b013e318205a4c6.
PMID: 21200183.

Trivioli G, Terrier B, Vaglio A. Eosinophilic granuloma-
tosis with polyangiitis: understanding the disease and
its management. Rheumatology (Oxford). 2020 May
1;59(Suppl 3):1ii84-iii94. DOI: 10.1093/rheumatology/
kez570. PMID: 32348510.

de Groot K, Harper L, Jayne DR et al.; EUVAS (Europe-
an Vasculitis Study Group). Pulse versus daily oral cyclo-
phosphamide for induction of remission in antineutrophil
cytoplasmic antibody-associated vasculitis: a random-
ized trial. Ann Intern Med. 2009 May 19;150(10):670-
80. DOI: 10.7326/0003-4819-150-10-200905190-00004.
PMID: 19451574.

Caminati, Marcoa; Maule, Matteoa; Bello, Federicab;
Emmi, Giacomoc. Biologics for eosinophilic granuloma-
tosis with polyangiitis. Current Opinion in Allergy and
Clinical Immunology 23(1):p. 36-43, February 2023.
DOI: 10.1097/ACI1.0000000000000875.

Terrier B. et al. Rituximab versus conventional thera-
peutic strategy for remission induction in eosinophilic
granulomatosis with polyangiitis: a double-blind, ran-
domized, controlled trial //Arthritis Rheum. 2021. T. 73.
Canzian A, Venhoff N, Urban ML et al.; French Vascu-
litis Study Group and the European EGPA Study Group.
Use of Biologics to Treat Relapsing and/or Refractory
Eosinophilic Granulomatosis With Polyangiitis: Data
From a European Collaborative Study. Arthritis Rheuma-
tol. 2021 Mar;73(3):498-503. DOI: 10.1002/art.41534.
Epub 2021 Jan 23. PMID: 33001543.

Springer JM, Kalot MA, Husainat NM et al. Granuloma-
tosis With Polyangiitis and Microscopic Polyangiitis: A
Systematic Review and Meta-Analysis of Benefits and
Harms of Common Treatments. ACR Open Rheumatol.
2021 Mar;3(3):196-205. DOI: 10.1002/acr2.11230. Epub
2021 Feb 16. PMID: 33590973; PMCID: PMC7966881.
Moosig F. et al. A vasculitis centre based management
strategy leads to improved outcome in eosinophilic gran-

13.

14.

ulomatosis and polyangiitis (Churg—Strauss, EGPA):
monocentric experiences in 150 patients //Annals of the
rheumatic diseases. 2013. V. 72. Ne. 6. P. 1011-1017.
Masi A.T., Hunder G.G., Lie J.T. et al. The American
College of Rheumatology 1990 criteria for the classifica-
tion of Churg-Strauss syndrome (allergic granulomatosis
and angiitis). Arthritis Rheum. 1990; 33: 1094-100.
3axapoBa E.B. ANCA-accomumpoBaHHbIE U KpPHOTJIO-
Oy/IMHEMHUYECKHEe BaCKYJIHUTBI: JMarHOCTHKA U JICUCHUE
(O630p mutepatypsl). Hedponorus u auanuz. 2005; 1:
6-25.

REFERENCES

Jakes RW, Kwon N, Nordstrom B et al. Burden of illness
associated with eosinophilic granulomatosis with poly-
angiitis: a systematic literature review and meta-analy-
sis. Clin Rheumatol. 2021 Dec;40(12):4829-4836. DOI:
10.1007/s10067-021-05783-8. Epub 2021 Jun 23. PMID:
34159493; PMCID: PMC8599408.

Jennette JC, Falk RJ, Bacon PA et al. 2012 revised Inter-
national Chapel Hill Consensus Conference Nomencla-
ture of Vasculitides. Arthritis Rheum. 2013 Jan;65(1):1-
11. DOI: 10.1002/art.37715. PMID: 23045170.
Wechsler ME, Akuthota P, Jayne D et al.; EGPA Me-
polizumab Study Team. Mepolizumab or Placebo for
Eosinophilic Granulomatosis with Polyangiitis. N
Engl J Med. 2017 May 18;376(20):1921-1932. DOI:
10.1056/NEJMoal1702079. PMID: 28514601; PMCID:
PMC5548295.

Trivioli G., Terrier B., Vaglio A. Eosinophilic granulo-
matosis with polyangiitis: understanding the disease and
its management //Rheumatology. 2020. V. 59. Supple-
ment_3. P. 11184-1i194.

Guillevin L, Pagnoux C, Seror R et al.; French Vascu-
litis Study Group (FVSG). The Five-Factor Score re-
visited: assessment of prognoses of systemic necrotiz-
ing vasculitides based on the French Vasculitis Study
Group (FVSG) cohort. Medicine (Baltimore). 2011
Jan;90(1):19-27. DOI: 10.1097/MD.0b013e318205a4c6.
PMID: 21200183.

Trivioli G, Terrier B, Vaglio A. Eosinophilic granuloma-
tosis with polyangiitis: understanding the disease and
its management. Rheumatology (Oxford). 2020 May
1;59(Suppl 3):1ii84-iii94. DOI: 10.1093/rheumatology/
kez570. PMID: 32348510.

de Groot K, Harper L, Jayne DR et al.; EUVAS (Europe-
an Vasculitis Study Group). Pulse versus daily oral cyclo-
phosphamide for induction of remission in antineutrophil
cytoplasmic antibody-associated vasculitis: a random-
ized trial. Ann Intern Med. 2009 May 19;150(10):670-
80. DOI: 10.7326/0003-4819-150-10-200905190-00004.
PMID: 19451574.

Caminati, Marcoa; Maule, Matteoa; Bello, Federicab;
Emmi, Giacomoc. Biologics for eosinophilic granuloma-
tosis with polyangiitis. Current Opinion in Allergy and

MEQWLWUHA: TEOPUA W NMPAKTHKA

TOMS8 Ned 2023

ISSN 2658-4190



KJAMHWYECKNIA CAYYAINl

321

10.

11.

Clinical Immunology 23(1):p. 36-43, February 2023.
DOI: 10.1097/ACI1.0000000000000875.

Terrier B. et al. Rituximab versus conventional thera-
peutic strategy for remission induction in eosinophilic
granulomatosis with polyangiitis: a double-blind, ran-
domized, controlled trial //Arthritis Rheum. 2021. T. 73.
Canzian A, Venhoff N, Urban ML et al.; French Vascu-
litis Study Group and the European EGPA Study Group.
Use of Biologics to Treat Relapsing and/or Refractory
Eosinophilic Granulomatosis With Polyangiitis: Data
From a European Collaborative Study. Arthritis Rheuma-
tol. 2021 Mar;73(3):498-503. DOI: 10.1002/art.41534.
Epub 2021 Jan 23. PMID: 33001543.

Springer JM, Kalot MA, Husainat NM et al. Granuloma-
tosis With Polyangiitis and Microscopic Polyangiitis: A
Systematic Review and Meta-Analysis of Benefits and
Harms of Common Treatments. ACR Open Rheumatol.

12.

13.

14.

2021 Mar;3(3):196-205. DOI: 10.1002/acr2.11230. Epub
2021 Feb 16. PMID: 33590973; PMCID: PMC7966881.
Moosig F. et al. A vasculitis centre based management
strategy leads to improved outcome in eosinophilic gran-
ulomatosis and polyangiitis (Churg—Strauss, EGPA):
monocentric experiences in 150 patients //Annals of the
rheumatic diseases. 2013. V. 72. Ne. 6. P. 1011-1017.
Masi A.T., Hunder G.G., Lie J.T. et al. The Ame-
rican College of Rheumatology 1990 criteria for the
classification of Churg-Strauss syndrome (allergic
granulomatosis and angiitis). Arthritis Rheum. 1990;
33: 1094-100.

Zaharova E.V. ANCA-associirovannye i krioglobuline-
micheskie vaskulity: diagnostika i lechenie [ANCA-as-
sociated and cryoglobulinemic vasculitis: diagnosis and
treatment] (Obzor literatury). Nefrologiya i dializ. 2005;
1: 6-25. (In Russian).

MEDICINE: THEORY AND PRACTICE

VOLUMES Ne4 2023

eISSN 2658-4204



