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PE3IOME: Do3uHopuiasHbI rpanyiaemMaTo3 ¢ noauanruutoM (OI'1]), Takxke HMEHyeMBbIi CHHAPO-
MoM Yepmxa—Crpocc, — pelnkoe HMMYHOOIIOCpenoBaHHOe 3a0oneBanue. Ilo pesynpraTam mMeraa-
Hanu3a 2021 rona pacnpoCTpaHEHHOCTh ONMUCHIBAEMOI HO30J0ruu coctasigeT 1,22 wva 1 000 000
HaceneHus. B HacTosiee Bpems 3a0oneBanne KinaccuQuUIUPyeTCss B COOTBETCTBUU C HOMEHKJIIATY-
poli BacKyJIuTOB, IpuHATONH Ha KoH(peperunu 2012 roga B Tom xe Chapel Hill, cornacao koTopoii
paznenenune npoucxonuT Ha 2 tuna: ANCA-monoxutenbablii (ANCA+) 1 ANCA-oTpunaTeIbHBINH
(ANCA-). B nepBom BapuaHTe Mpeo0iaiaroT SBICHHUS BaCKyJIHTa, BO BTOPOM — IPEUMYIIeCTBEH-
HO aJjuylepruyeckre cMMNToMbl. OCHOBHBIE OAXOABI K TEPAIIMU TaKUX MALlMEHTOB OCHOBAHBI Ha UX
COCTOSIHUHM M PHCKE JIeTalbHOCTH. Hallle kiinHnueckoe HabMoAeHHE XapaKTepu3yeT TPYAHOCTH IH-
arHOCTHUKH Y IAIlUEHTOB C CHCTEMHBIMH BaCKYJIMTAMHU U IIOKA3bIBACT BO3MOXKHOCTH MYJIBTUAUCLIH-
MJIMHAPHOTO MOJX0/1a B UX IUArHOCTHKE B MHOTOIPO(UIBLHOM CTallHOHApE.

KJIOYEBBIE CJIOBA: >03uHOQHUIBHBIN TpaHyJIeMaTO3 C MOJHAHTHUTOM, CHHIApPOM Yepmxa—
Crpocc, KTMHUYECKUH clTydan.

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

D03uHOPUIBHBIN TPaHYJIEMaTo3 ¢ MOJUaHTHH-
tom (OI'TI), Takke MMeHyeMBbId cHHApPOMOM Yep-
mxka—CTpocc, — peaKoe HMMYHOOIIOCPEIOBAHHOE
3a00JIeBaHNe, XapaKTepHu3yroleecs: OpOHXUATb-
HOH acTMOH, 303nHOGUINE KPOBU U TKaHEH, TO-
pa)X€eHHEM OpPTaHOB, BACKYJIUTOM MEJIKUX COCYIOB,
CHHYCHUTOM, HH(UIBTPaTaMH B JIETKUX U HEBPOIa-
tueit [1, 2].

OI'TI Obu1 BIIEpBBIC OMKCaH Kak 0cobas Gopma
Y3€JIKOBOTO NOJHApTEepUUTa U OTHECEH K aJllepru-
YEeCKOMY IpaHyJIeMaTO3HOMY aHTUUTY. AMepHKaH-
ckue naronoru Jacob Churg u Lene Straus B 1951
rozy MpeICcTaBUIIN Pe3yabTaThl ayToncuu 13 manu-
€HTOB CO CXOJIHOM KIMHHYECKON CUMIITOMATHKOM,
BKJIIOYABILIEH TSKENYI0 OpOHXHAJBHYIO acTMy,
JUXOPAZIKy, S03UHODUINIO, CEPIIeYHYI0 H TMoYed-
HYIO HEZIOCTaTOYHOCTb, & TAK)KE IepUPEPUIECKYIO
Heipornatuio. OgHAKO B Ka4eCTBE OTIEIBHON HO-
3onoruyeckoi equHunbl OI'TI Ol BBIAEICH B ca-
MOCTOSITENIbHOE 3a00JIeBaHHE JIMIIL CITycTs 39 NeT.
B 1994 rony na YameH-XWIIBCKOH pPeBMAaTOJIO-
rHYECKOd KoH(epeHIUH ObUIO AaHO CIeAyolee
onpezenenne cuHapomy Yepmxa—Crpoce: «303u-
HO(QHUJIBHOE M I'PaHyJIeMaTO3HOE BOCHAJIEHHUE, I10-
paxkarolee AbIXaTeNbHBIA TPAKT M BBI3BIBAIOIIEE
HEKPOTH3WPYIOIINNA BACKYJIHT COCYAOB MEJIKOTO
U CpelHero Kanuopa, acCCOUMUPOBAHHOE C aCTMOM
u s03uHOmIHeh» [13, 14].

ITo pesynsraram metaananusa 2021 roxga pac-
IIPOCTPAHEHHOCTh OMUCHIBAEMONW HO30JIOTHH CO-

crapnser 1,22 na 1 000 000 nHacenenus. ABTOpPHI

JAHHOTO WCCJIEOBAaHUS YTBEPXKOAIOT, UYTO, IIO-

CKOJIBKY OHO SIBISIETCS €AMHCTBEHHOW MOIBITKOM

OTpENEeNTh SIUIACMHONIOTHIO 3a00lieBaHUs, HE

MOXKET OBITh MCTHHHO BEPHBIM B CBSI3H C pa3HO-

POOHOCTBIO MPONOIKUTEIHLHOCTH HCCIIEIOBAHMM,

pa3MepoB BBHIOOPKH TAIMEHTOB, & TaKXXE HEBO3-

MOXHOCTBIO COOTBETCTBUSI HEKOTOPHIX HCTOPH-

YECKUX JaHHBIX TEKyIUM TeHaeHuusM [3]. B Ha-

cTofIee BpeMs 3a0oieBaHUE KIacCUPUIUPYETCS

B COOTBETCTBHUH C HOMEHKIATypOil BAaCKYJIHTOB,

npuHATOW Ha KoH(epeHnnn 2012 roga B TOM ke

Chapel Hill, cortacHo koTopoli pasneiacHue Mmpo-

ucxomut Ha 2 TtHma: ANCA-TIONOXUTETHHBIN

(ANCA+) u ANCA-orpunarensubiii (ANCA-).

B nepBom BapuaHTe mpeo0i1aiatoT sIBICHUS BaCKY-

JUTa, BO BTOPOM — MPEUMYIIECTBEHHO aJUIePTH-

yeckue cuMnTomsl (Tabm. 1) [2].

B Hacrosmee Bpemsi B KIIMHUYECKOM TEUCHUU
3a00neBaHMs IPUHATO BBIIEIATH 3 (a3bl:

1. IlpogpomanbsHasi (ayuieprudeckas), ITUTEITh-
HOCTBIO JI0 2—5 JeT, yaie BCero AeOITUpyeT
MPOSIBICHUSIMU OpOHXHMAIILHOW acCTMBI, PHHHUTA,
CHHYCHTa, TOJUINO30M HOCa M Hecnenupuye-
CKHMHU CUMIOTOMaMH, TaKHMH KaK apTpairus,
MUAJTHsI, TIOTEPSI MacChl Teja.

2. IlpomexyTtouHas (303uHOGUIbHANA) da3a, ATH-
TEIBHOCTHIO 0KOJIO 10 JIET, IIAaBHBIMU IIPOSBIIC-
HUSMHA KOTOPOU SIBISIOTCA 303MHOMHIUS, Ya-
CTO TPUBOJMAIIASL K JIETOYHBIM HHQUIBTpATaM,
203WHO(DIIIbHAS KapAHMOMHOIIATHS (C TIporpec-
CUPYIOIIMMH NPU3HAKAMHU CEPASUYHON HEeAOCTa-
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Tabmuua 1
Iposnenus OI'T] u Hammume 3TUX cuMITOMOB y manuenTta K. [6]
Table 1
Manifestations of EGP and the presence of these symptoms in patient K. [6]
XapakTepucTuKa ANCA+ (%) ANCA- (%) Hanuent K.
BponxuansHas actma 95-100 97-100 +
Cunycut 51-77 38-78 -
WHUABTPATHI B TETKUX 40-56 39-71
[lepuxapaut 7-20 0-3 +
Kapnunomuonarus 89 19-33 -
[opaxenue mouek 27-51 12-16 -
Dozunodunus >10% 91 97 +
Backynut Menkux cocynoB npu 6uorncuu 76-79 31-32 -
ITopaxenue XKKT 20-42 22-26
ITopaxeHue koxu 45-60 3648

TOT-IHOCTI/I) " IMOPa>XCHUEC XKEITYIOYHO-KUIIICTHO-

TO TpakTa.

3. BackynutHas (aza, B KOTOPYIO NPOUCXOIHT
MIOpaKeHUE CPETHUX M KPYMHBIX COCYIOB, YTO
MPOSIBIIICTCS. KPOBOUBIUSHUSIMH B KOXKY THIIA
MyPITypHl U TIOJKOXHBIMH Y3€IKaMH, TIIOMEepy-
JOHE(PUTOM, MYIBTHUILIEKCHBIM MOHOHEBPH-
TOM, 303I/IHO(1)I/IJIBHLIM OHAOMHUOKApPAUTOM.
OcCHOBHBIE TIOAXOIBI K Tepaluu TAKUX MaIu-

C€HTOB OCHOBAaHbI Ha WX COCTOAHUU U PHUCKE JIC-

tanbHOCTH. [locnenuuii 0OBIYHO OIlEHWBAETCS 10

mkane Five Factor Score (FFS), nepecmoTpennoi

B 2009 rony u cocTosmel U3 5 KPUTECPUEB:

1) Bo3pacrt crapiie 65 ner;

2) KIWHAYECKHUE MPOSBICHUS CEPACYHON HEmo-

CTaTOYHOCTH;

MopakeHHe KeTyI0YHO-KAIIEYHOTO TPAKTa;

HaJM4¥e TIOYeYHON IMaTOIOTHH;

3aboneBanus JIOP-opraHos.

3a HaNMM4YMe KaXKAO0ro M3 MPU3HAKOB Haercs |

0ay, omHaKO JUIIb TIepBbie 4 CBs3aHBI C HeOla-

TONpUATHBIM TIporHo3oM. [IposiBienust B cdepe

JIOP-opranoB, B CBOIO o4Yepedb, aCCOIUUPYIOT C

MO3UTHBHBIM UCXOAOM, IIOATOMY MX HaJIW4HE OLe-

HuBaetcs B 0 6amnos [5]. braronpusTHeIM cunTa-

€TCS OTCYTCTBHE 0aJlIOB, a Teparveld MpU TaKkoM

BAapHUAHTC ABJACTCA HCIIOJIB30BAHHUEC ITIFOKOKOPTH-

rkoctepounos (I'KC) kak mepopanbHO, Tak ¥ BHY-

TpuBeHHO. Cly4au, B KOTOPBIX y THalMeHTa HMe-

ercs >1 GamioB, cCAUTAIOTCS HEONArONMPUATHBIMA U

TpeOyIoT KOMOMHUPOBAHHOTO JICUCHHUS.

B CIIA u cTpanax 3amagHoi EBporbl B kauecTBe
KOMOMHHUPOBAaHHOTO JICYSHHUS HCTIONB3YIOT OUOIOTH-
YECKYI0 Teparuio, a UMeHHO Onokarops [L-5, Takue
KaK MeIom3ymMal u peciu3ymad, omHako Hanbosee
MOAXOSIINE JO3UPOBKA U CIOCOOBI MPUMEHEHUS

Menonm3ymMada Bce eIIe W3ydaroTcsi, YTO MPHBOAUT
K TOSBJICHUIO BCE OOJIBIIETO KOJUYECTBA J[OKa3a-
TEJILCTB, TOATBEPIKIAAIOIINX €70 3PPEKTUBHOCTH OT-
JICIGHO MJTM B KOMOWHAIIMH C IPYTUMU BapUaHTaMU
Ha pa3HBIX cTaausx 3adonesanws [8, 10].

Jns MHOYKIUW PEMHCCHU TaKKe TMPUMEHS-
ercs anturena k CD-20 — Putykcuma0d, ogHako
Gregory Pugnet u coaBT. B JBOMHOM CJIETIOM paH-
JIOMU3ZHPOBAHHOM KOHTPOJIUPYEMOM HCCIIEIOBA-
HUW BBISIBUJIM, YTO JaHHBIN IpemapaT He IpeBoC-
XOAWJI TPAIUIIMOHHYIO TEPaNeBTUYCCKYIO CTpaTe-
Tut0, ocHOoBaHHYIO Ha mmkaie FFS [9].

Jnst coxpaHeHHs PEMUCCHU, TONYYSCHHOU B
X0/l MPUMEHEHHUS OHMOJIOrMYECKUX Iperaparos,
npumeHsioT Lukiodochamun, ycnenrHo ucmonb-
30BaHHBIA B PaHJAOMU3HPOBAHHOM KOHTPOJIHPY-
€MOM HCCIIEZIOBaHHH, KOTOPOE J0Ka3ajo OJWHa-
KOBYI0 3(()EKTHBHOCTh KaK NpH MEepPOpaIbHOM
npueMe, TaK U IPU BHYTPUBEHHOM BBEICHUU. D (-
(eKTUBHOCTh NPYTUX HUMMYHOJETPECCAHTOB IIPU
OI'Tl He uMeeT moka3aTeabHOM 6a3wl [7, 11].

B Bompocax mnporHo3upoBaHUs JalbHEHIETOo
COCTOSIHUS TAIMEHTa UMEETCS Psii POOJIeM, CBs-
3aHHBIX ¢ OIPAaHUYCHHBIM KOJMYECTBOM ITyOJIHKa-
[IUH Ha ATy TEMY H MOIXOMIOB K TepaneBTHIECKUM
MepornpuaTusiM. HecMoTpss Ha 3TO CyIIECTBYIOT
JTAHHBIE O TIOKA3aTeNIX BEDKUBAEMOCTH. TaK, B HC-
cienoBanuu, nposeaeHHoM B CIIIA, Habmonanack
5-neTHsS BEDKHBAEMOCTh Yy 96% dYenoBek ¢ ycTa-
HoBieHHOH OITl ¢ HeTsIKEIbIM TEUEHHEM HaxKe
MpPH YacCThIX PELUIUBAX, KOTOPBIE OTMEYAJIUCh
oonee yem y 40%. PemmnmuBel Backymuta OOBIU-
HO BO3HHMKAJIM B TEUEHHUE TEPBBIX JBYX JIET TOCIE
MMOCTAHOBKH JIMarHo3a, a WHas CUMIITOMATHKa, Ha-
MpUMep, acTMa U PUHOCUHYCHT, OTMEYAIHCh Ha
MPOTSKEHUH BCero HabmoneHust [8].
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Puc. 1, a. O630pHast peHTreHOrpaMMa OpraHOB IPYJHOM KiIeT-
KH, cTosL, 0T 15.09.2022 r.: peHTreH-IIpu3HaKy HHTEp-
CTHLIUAIBHON MHOUIBTPAINH B CyOIUICBPAIBHBIX OT-
Jieflax 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 OpraHOB IPYJHOH KiIeT-
KH, Jiexa, oT 18.09.2022 r.: peHTreH-IIpU3HAKH HHTEP-
CTHIMAJIBHOTO OTEKa JIETKHUX C TEHJICHIHUEH mepexona
B alIbBEOJSIpHYIO (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

Tabnuma 2

JlabopaTopHble MOKa3aTeNn KPOBU MPH MOCTYIUICHUH B CTallMOHAp y nanueHTa K.

Table 2

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

Kiununyeckuii anaiau3 KpoBu

BbuoxuMuveckuit
aHAJU3 KPOBH

Koaryiaorpamma

Jletikoumros 31,4x10° r/n
(PU: 4-9%10°), 3a cuyeT pe3ko BbIpa-
JKEHHOTO 203UHO(UIBHOTO KOMITOHCH-
Ta 64,2% (PU: 0,5-6%), HelTponcHUs
23,5% (PU: 43-76%)

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

CxioHHOCTB K runoxoaryssiuuy (IporpomGuHo-
Boe Bpems 16,7 cex (PU: 9,4-12,5), nporpoMbun
no KBuky 62% (P11 70-130), a Takxke ymepeHHast
runepudpunorenemus (Gudpunoren 4,61 r/im,
npu PU: 2-4)

ONMNCAHUE KIIMHUYECKOTO GITYYAA

[MTaument K., 38 ner, rocmuranu3supoBaH B
CIIo I'bY3 «loponckas MapuuHckas OOJIBHHIIA»
15.09.2022 1. ¢ nuarHo30M «OCTpHIil KUBOT, 000-
CTpeHue sA3BeHHOU OonezHw». [locTymmin ¢ xano-
0amMu Ha OOJIM OTIOSICHIBAIOIIETO XapaKkTepa B BepX-
HUX OTJ/IeNIaX XUBOTA, OECITOKOSIINE €TO B TEUCHUE
MOCJICIHEH HENEIH, a TAKXKE HAJIMUNE reMOpparu-
YECKOW CBINHU, Pa3peLUIUBIIEHCS CaMOCTOSITEIBHO
3a JIBE HEJIEIH JI0 HACTOSIIEH TOCIIUTAIN3AIINH.,

W3 anamHe3a M3BECTHO, YTO B Te€UeHHE 4 IeT
HaONofaeTcss y MyJbMOHOJOTa C JIMarHO3aMHu:
OponxuanbHas actMa (BA), TpaxeoOpoHXHaabHAsA

JIMCKUHE3Ws, OpOHXOdKTaTH4YecKas 0one3Hb. B ka-
YeCTBE TEPANK C LENbI0 JCUSHHsS] OPOHXUAIBHOM
aCTMBI HECKOJIBKO JIET MPUMEHSET JIeKCaMeTa30H
4 TabNeTKu B CyTKH, CHMOHMKOPT M CanbOyTaMom
HHTAJISALHIOHHO.

B OCMII 6onbHoi ocmoTpeH Bpadom OCMII
U JISKYPHBIM XUPYProM, C TIOJ03PEHHEM Ha 000-
CTpEHHE XPOHHYECKOTO MaHKpEeaTUTa WIIN SI3BCH-
HOW OOJIE3HM KeIyllKa TOCIHUTAIN3UpyeTcs B 6-¢
xupyprudeckoe otaenenue. [Ipm mocryruieHun
oOpamaer Ha ce0si BHUMaHHE BBIPaXKEHHBIN Jeii-
KOIIUTO3 32 CYET J03WHO(DHUINHM B KIMHUYECKOM
aHanmu3e kpoBH (tabmn. 2). [lo maHHBIM peHTreHo-
rpadun TpyOHOH KIETKM omnucaHa Rg-kapTuHa
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WHTEPCTUIMAIBHON HH(WIBTPAK B CETMEHTax
S-S, B 06oux nerkux (puc. 1, a, 6). Ilpu ymbr-
Pa3BYKOBOM HCCIIEZIOBAHHH OPTaHOB OpPIONTHOM
MOJIOCTH OTMEUYaeTCs HapyIICHHE MEePUCTAIBTUKU
kumkd. [lo manaeiM OIJIC: dubpuHO3HBIN ped-
JOKC-330(haruT, XpOHUYECKHI TacTPOIYOACHHUT B
CTaJuu 000CTPEHUS U NYyOJCHOTaCTPaIbHBIN ped-
TMOKC. B CBSI3W ¢ BBHISBICHHBIMA M3MEHEHUSMH B
KJIMHAYECKOM aHAaJIM3¢ KPOBH IMAIUCHT 00CYXKICH
C BpadoM-Te€MaToJIOTOM — KOHCYJIBTaHTOM. YCTa-
HOBJICH AMAarHo3 «DO3WMHO(DHINS HEyTOYHCHHAS
U PEKOMEHIOBaHO 00CIIeZIOBAHUE Y TeMaTOJIOTa 110
MECTY KHUTEIbCTBA.

nyzuneHHe B COCTOAHUHM MAIMCHTA MNPOU30-
mu1o 17.09.2022 r., xorma mossBUICS Kallenb ¢ MO-
KpOTOH, COJEpKalell MPOXKWIKK KPOBH, pe3Kas
¢1a00CTh, MOTIUBOCTh, TUCKOM(OPT B JICBOM MO-
JIOBUHE TPYIHOHN KIETKH, OHOKpPATHAs PBOTA.

ITo maHHBIM OOBEKTMBHOIO OCMOTpa OTMeEue-
HO HapacTaHWE IBIXaTebHOW HEJO0CTAaTOYHOCTH
CO CHHXXCHHUEM carypaluu kuciaopona 10 91% na
(hoHe WHCYPQIAINN YBIAKHECHHOTO KHCIOpPOAa
yepe3 Ha3aJdbHbIC KaHIOIH — 8 JI/MUH, TeMOJIMHA-
MHYECKHE PAaCCTPOMCTBA CO CHUKCHHEM apTEpH-

..l-'?.‘mm 12 .1E-I:'EH-22 1

mn S HBE

ol SRR - R e T
28 wmmsc AT-181 1.24 M= 2.83-35ry  F3A

18 le Bc 18-CEH-22 1.

I e o e e M e NP e P S

1365 mun

avL

B mese AT-181  1.24 Na 8.85-33Tu 758

anpHoOro mamienus (AJl) mo 80/40 MM pr.cT., Ha-
pYIIEHuEM PUTMa W MPOBOJUMOCTH cepana (Taxu-
cucronnyeckas opma TperneTaHus Mpeacepanii 1
nonHas O10Kaia IeBoi HOXKH myuka ['nca). B cBs-
3M C Pa3BUTHEM KH3HEYTPOXKAIOIINX HapyIICHUH
puT™Ma ceparma u remonnaamuku 17.09.2022 . mre-
peBeneH B OTAENCHHE pEeaHMMAaldd U MHTCHCHUB-
Hoit tepanuu (OPUT) ¢ menpio mpoTe3upoBaHUs
BHUTAIBHBIX (DYHKIIMI B BUE WHOTPOIHOM M Ba30-
MPECCOPHON MOANEPKKHU (0OyTaMUH 3 MKI/KT B
MHUHYTY, HopanpeHanuH 0,05 MKI/KT B MEUHYTY).

B OPUT no naHHBIM 71a00paTOPHOTO KOHTPO-
7 COXpaHsSeTcsl 303MHOMUIBHBIA JEHKOIUTO3
(EOS — 41,1%), mnosbimenne C-peakKTHUBHOTO
oenka o 37,2 mr/n (PU <5), I-numepa no 714 ur/
M (PU <250), tparcamunas (ACT 40 Ex/nm, AJIT
335 En/n) u tpononuna o 2,9 ur/mn (PU <0,5).
MPOKAIBIINTOHUHOBBIA TECT B Tperenax pede-
PEHCHBIX 3HAaYEHUH.

[To manuemm DKI (puc. 2): TaxucucTomndeckas
¢dbopMa TpereTaHus NMpeAcepauil, moHas OIoKaga
neBor HOxKM nydka I'mca. IIpu TpaHcTOpakaib-
HoM Ox0KI -HccenoBannm BRISBICHBI TUDPy3HOE
HapylIeHHe COKPATUMOCTH MHOKapa ¢ (hpakiueit
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Puc. 2. Dnekrpokapauorpamma 6onsHoro K., 18.09.2022 r., npu nmocTynjIeHU: B CTalliOHap

Fig. 2. Electrocardiogram of patient K., 18.09.2022, upon admission to the hospital
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Puc. 3. MyabTiCIUpanbHas KOMIbIOTEpHasi ToMorpadus OpraHoB TPyAHOW KIETKM — KapTHHA BBIPAXKEHHOI JBYCTOPOHHEH
MONNCETMEHTAPHON MHTEPCTUIHATBHON MHOHUIBTPAIMH C MPU3HAKAMHU OTEKa JIETKUX, ABYCTOPOHHETO THIPOTOpaKca
C KOMIIPECCHOHHBIMHU aTeJIeKTa3aMH HIKHUX J0Nei JIETKKX, THAPONepUKapaa, yMEpeHHO BBIPAXKEHHOH cpeJoCTeHHON
nuMQaIeHOaTHH

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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BbIOpoca 21% (PU >70%), BeIpaskeHHas! CUCTOJH-
yeckasi AUCyHKIMS, THAPOIIEPUKAP, JBYCTOPOH-
HUI THIPOTOPAKC.

Mo manueim MCKT OI'K (puc. 3) BbIsiBIEHa
KapTHHa WHTEPCTHIMATIHHON IMTHEBMOHWH, THJPO-
TOpakca M YMEPEHHOTO THApOIEpUKapia, a Takx-
KEe HE3HAUNTENIbHOE YBEIMYCHHE JINM(PATHUECKUX
Y37I0B CPElOCTECHUS.

18.09.2022 1. B ycnousix OPUT GonbHOM KOH-
CYJIFTUPOBAaH BPAuOM-TEPAleBTOM, KOTODBIM Ha
OCHOBAaHMH aHAMHECTHYECKHUX, KIMHUYECKUX, Ja-
0OpaTOPHBIX U HHCTPYMEHTAIBHBIX JIAHHBIX TIPE/I-
nojlaraeT AMarHo3 «J03WHO(UILHBINA I'paHylIeMa-
T03 ¢ monuanruuToM (curapom Yepmxa—CTpocc)
C TMOPAKCHUEM KOXH, JIETKHUX, >XEIyIO4YHO-KH-
LIEYHOTO TPaKTa M CepAla» U PEeKOMEHIYeT Mpo-
BeneHne muddepeHInaaTbHON THATHOCTHKA C TH-
MEeP303MHOPUIBHBIM CHHIPOMOM, MAacCTOLUTO30M
U NIUCTHOW UHBAa3UEN.

B cBs3u ¢ noBbIIEHNEM YPOBHS TPONOHHHA H
nonxyueHHbiMU JaHnHbIMU DKI'- u OxoKI -uccneno-
BaHUIl NpOBeIeHa KOHCYJIbTallus Bpada-KapauoIo-
ra, KOTOPbI CHAN AuarHo3 « OCTpbli KOPOHAPHBIN
CHUHAPOM», a TOBBIIICHHE TPOIIOHWHA PACIIEHEHO
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Puc. 4. Dnexrpoxapanorpamma 6onsHoro K., 30.09.2022 r.
Fig. 4. Electrocardiogram of patient K., 30.09.2022
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UM Kak MOopakeHHe MHOKapia Ha (GoHe rumepio-
3UHO(UIIEHOTO CHHAPOMA.

B xone nuddepeHimanbHON AMarHOCTUKH BbI-
MIOJTHEHO WICCIIEZIOBAHNE KPOBH Ha HAaJUYHE aHTH-
HyKJIeapHOTO (DakTopa W OINpeCIICHUe aHTUHEU-
TpoUIbHBIX MIa3Marndeckux anTuted (ANCA),
KOKIBIA U3 KOTOPBIX OKAa3aliCd OTPULIATEIHHBIM.
XoTst 303MHOMWIIBHBIN T'paHyJIeMaTo3 C IIOJHaH-
ruutoM oTHocuTcss K ANCA-accouMupoBaHHBIM
BaCKyJIUTaM, MO JIUTEPATyPHBIM JIaHHBIM HEIO-
cpenctBeHHO ANCA o0OHapy>XHBAaeTCsS TOIBKO Y
40-60% OONBHBIX.

3a Bpems Haxoxnaeaws B OPUT manmeHdT mo-
JTydaq Tepamuio TIIIOKOKOPTHKOCTEpoHuaaMu (Ta-
ONeTKH ekcaMeTa3oH B o3¢ 24 mr/cyt). Ha done
JedeHnus OBIT KyNHPOBaH THIEPI03WHOPUIHHBIN
CUHJIpPOM (CHUKCHHE OTHOCUTEIBHBIX IOKa3are-
neit s03mHOGUIOB ¢ 15.09.2022 1. o 27.09.2022
I., COOTBETCTBEHHO, ¢ 64,2 1o 0,1%), KITMHAICCKH
HAOJII0AJIOCh 3HAYUTEIBHOE YIIYUIICHUE CAMOYYB-
CTBUA: CTaOWIM3WPOBAHBI MOKA3aTeld TeMOJINHA-
MUKH, BOCCTAaHOBUJICS CUHYCOBBIA pUTM (puc. 4),
Ha OKI He perucTpupyetcs 0J1okama JeBOH HOKKH
nmydka ['uca, BocctaHoBIIeHa (DyHKIUS JIbIXaHUS.

A p i
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Puc. 5.

Fig. S.

OnexTpoHHast ~ MHKpodoTorpadus,
OKpacka TIeMaTOKCHIHMHOM—303HHOM,
yB. x80. ®parMeHThl TKaHU TOJICTON
KHIIKH C MOBEPXHOCTHBIMH MEIJIKOO-
YaroBeIMH HEKPO3aMH U YMEpPEHHOU
niepuOoKaNLHON HHOUIBTpaei
HEHTPODMILHBIMU TPAHYIOIUTAMHA

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.

DnektponHas  Mukpodororpadus,
OKpacka TreMaTOKCHJIMHOM—303HHOM,
yB. x110. CoOcTBeHHas MJIaCTHHKA
CIM3UCTON 000JIOUKU C BBIPAKCHHOM
nuddysnoit nnduIbTpanueii 203uHO-
(GUIBHBIMU TPAHYIOLUTAMU

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.

DnekrponHas MEKpodoTorpadus, okpa-
CKa TeMaTOKCHJIIMHOM—303UHOM,  YB.
x200. Ilepexon 303MHO(PHIBHOTO WH-
¢uisTpara Ha MBIIIEYHYIO IUIACTHHKY
CITU3UCTON 000J0UKH

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.

OnexktpoHHast MHKpodoTorpadus, okpa-
CKa TEMaTOKCHIMHOM—03MHOM, VB.
x320. Do3uHOGUIbHEIH UH(UIBTPAT B
SMUTETHOLUTAX KPHUIIT.

Electron micrography, staining
hematoxylin-eosin staining, uv. x320.
Eosinophilic infiltrate in crypt epithelial
cells
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[To crabwimm3anuu COCTOSIHUSL OONBHOTO €My
BBIIIOJTHEHA OWOICHS TOJCTOM KHUINKH: Qpar-
MEHTBI CIIM3UCTON OOOJIOYKH TOJCTOW KHIIKHU C
W3BA3BICHUEM, BBIPAKEHHBIM BOCHAIUTEIbHBIM
KOMIIOHEHTOM 0€3 MPHU3HAKOB HO30JOTHYECKOU
MIPUHAJJICKHOCTH. YBEJIHYEHO KOJIUYECTBO DO-
3UHO(HUIBHBIX TPaHYJIOIUTOB, YTO MOXET CBH-
JETeTLCTBOBATh O MHKPOCKOTHYECKOM DS03MHO-
¢unabHOM KONUTE (pHC. 5-8). OUEHHUB MONYyYCH-
HBIe pe3yabTaThl, JUArHo3 «D03WHOGUIbHBIHN
rpaHyjaeMaTo3 C IMOJTHAHTUUTOMY TOITBEPIK/CH.
[locne koHCydaBTAIMU Bpada-peBMATONOra Mallu-
eHTa npeoxeHo nepesectu B CI16 ['BY3 «Kuu-
HUYECKas peBMaTojioruueckas OojibHHIa Ne 25
(l'opoackoii peBMAaTONIOTHYECKUN IIEHTP) IS
JATbHEUIIIErO JICYCHUS.

OxoHyaTenbHbIil ANArHo3 Npu nepesoae

OcnoBHoI1: M30.1. Do3uHOGWIBHBIA TpaHy-
JeMaTo3 C MOJHMAHTUUTOM C MOPAKEHUEM JIETKUX
(6poHxuanpHasi acTMa, WHQUIBTPATHl B JIETKHX),
ceparna (3HIOMUOKAPINUT), KETYI0IHO-KAIITETHOTO
TpakTa (MaHKpeaTuT, CTabuan3anus). AKTUBHOCTD
Huzkas (Ha ¢pone Tepanuu ['KC).

ConyTcTByromui: XpoHUYECKUH racTpoAyoe-
HHUT, CTUXAoIIee 000CTpeHUE.

B onucanHOM HaMM KJIMHHYECKOM Clyyae
y mnanueHTa ¢ ANCA-HEraTUBHBIM CHHAPOMOM
Uepmrxa—Crpocc mmeercs 2-s1 (aza 3a0oieBaHUs
C YYETOM KIMHHYECKHX MPOSBICHUH W peaxiuei
Ha npumenenne ['KC (momoxurensHas). [Iporuos
5-71eTHel NPOJODKUTENBHOCTD KU3HU MallMEHTOB
¢ ANCA-HeratTuBHbIM BapuaHTOM 3aboJieBaHMUS,
corinacHo maHHeEIM @. Mo3ura u coaBT., COCTaBIIs-
et noutu 100% [12].

OpHako, HECMOTpPS Ha TMONOXHUTEIBHYIO pe-
aKUWIO0 Ha MPUMEHEHHE CHUCTEMHBIX CTEPOUIHBIX
MIpEenaparoB M JOCTHKEHHE PEMUCCHUU BAaCKYJINTA,
y MHOTHX OOJBHBIX 303MHO(UIBHBIM I'paHyJIeMa-
TO30M C MOJUAHTUUTOM YacCTO COXPAaHSIOTCS CUM-
IITOMBI TSKEJIOTO TeUeHHUs] OPOHXHAILHONW acCTMBI.
C ydeTroM 3TOro, a TaKKe HAJIMYUEM MaTOJIOTHH
Cepllla U KeIyIOYHO-KUIIEYHOTO TpaKTa y JaH-
HOTO NalMeHTa TeyeHHe 3a00JeBaHHUS UMEET He-
OnaronpusATHBIN xapakTep cornacHo mkaie FFS
(3 6amma) u, BEpOATHO, B ONMMKAUIIUN OTHAICH-
HBI TEPUOA NPUBEAYT K Pa3BUTHIO JIETAIBHOTO
ncxona.

SAK/TIOYEHNE

JanHoe KIMHMYEecKoe HaOIIoNEeHHE XapakTe-
pHU3yeT TPYAHOCTH JHATHOCTUKHU y MALUEHTOB C
CHCTEMHBIMU BACKYJIHWTaMHM M IIOKa3bIBa€T BO3-
MOXHOCTH MYJbTUAUCHUIIINHAPHOIO IOAXOAA
B UX [MarHOCTUKE B MHOIoOmpoduibHOM cCTa-

nuoHape. Hanuume HECKONBKUX KOHKYpPUPYIO-
IIUX JHArHo30B TpeOyeT TIIATEeNIbHOTO aHalu3a
KJIMHAYECKOW KapTHHBI W Pe3yJabTaToB Jabopa-
TOPHBIX M HHCTPYMEHTAJbHBIX HCCIEIOBAHUM,
49TOOBI BCE BEISBICHHBIC CHHIIPOMEBI SIBUIUCH OC-
HOBOUW OIHOW HO30JOTHMYECKOM eOuHULBI. bia-
rofaps TPaBUIBHO YCTAaHOBICHHOMY JIHarHo3y
MaIueHT OBLI MEPEBEACH B CIICITUATN3UPOBAHHOE
yupexjaenue «lopoacko peBMaTOIOrMYeCKHUil
MEHTP» IS MoA00pa STHOTIATOTEHETHIECKOM Te-
panuy, 4TO MO3BOJUT YIAYUIIUTh NMPOTHO3 Te4e-
Hus 3a001€eBaHus.

10NOJAHUTE/IbHAAL UHPOPMALINA

Bkiaan aBTopoB. Bce aBTophl BHecnu cyiie-
CTBEHHBII BKJIAJ B pa3pa0OTKy KOHIENIHH, MPO-
BEJICHUE HCCIEIOBaHUS W TMOATOTOBKY CTaThH,
MPOYIN U OJOOpMIN (HHAIBHYIO BEPCHIO Ieper
nyOnuKauei.

KondaukT uHTEpecoB. ABTOPHI ICKIAPUPYIOT
OTCYTCTBHE SIBHBIX M MOTEHIIMAIBHBIX KOH(DIUK-
TOB MHTEPECOB, CBI3aHHBIX C MyOIMKaluel HacTo-
SIIEH CTaThU.

HcTounnk ¢uHAHCMPOBAaHMA. ABTOpHI 3a-
SIBJISIIOT 00 OTCYTCTBHH BHEITHETO (PMHAHCHPOBA-
HUS IPU IPOBEICHUU UCCIEIOBAHUSA.

HndopmupoBanHoe coriacue Ha myOauKa-
HUI0. ABTOpPBl MOJYYWIM MUCBMEHHOE COINIACHE
NayeHTa Ha MyOIUKAIUI0 MEIUIIMHCKUX JaHHBIX.

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. DOIL: 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. iii84-1ii94.

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):iii84-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/ACI.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-acconuupoBaHHBIE U KpPHUOIJIO-
OyJIMHEMHUYECKHE BAaCKYJIUTBI: JMAarHOCTHKA M JICYCHUE
(O630p muteparypsl). Hedpomorus u amammsz. 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-ii194.

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

MEQMLUWUHA: TEOPUA U NMPAKTHKA

TOM8 Ned 2023

ISSN 2658-4190



KAMHWYECKNI CAYYAN

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



