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OnpepenexHue

303UHODUNbHbIN rPaHYNEeMaATO3 C noanaHrmmTom (3IMA) —
3TO pPeAKO BCTPEYALWMMNCA HEKPOTUINPYIOLLIMK BACKYANT,
noparkarowWwmmn MenKue u cpeaHmne Cocyabl € XapaKTepHbIM
nocnenoBaTe/ibHbIM Pa3BUTUEM CUMNTOMOB: BHa4ane -
6pPOHXMA/IbHOM aCTMbI, 3aTEM — 303UHODUNNN, UHOUNBLTPATOB
B JIETKMX M Ha PA3BEPHYTOM 3Tarne — Nopa*KeHusa Pas3InNyHbIX
OpraHoOB U CUCTEM, B TOM YMUCNe cepaedyHo-cocyamcron .t

1. Hosukos IN.U., CemeHkoBa E.H., Moucees C.B. CoBpemeHHasa HOMeHKAaTypa CUCTEMHBbIX BACKYNTOB.
KnnHnuyeckaa ¢apmakonorus n tepanusa. 2013;22 (1):70-74.



KnaccupumkaumoHHble Kputepun IITA

J03nHOoPuAnA - bonee 10 % B nenkoumntapHoum popmyne
oblero aHanmn3a KPosu

BpoHXxmnanbHaa actma, NPoABNAOWANACA 3aTPyAHEHMEM
AbIXaHUA UM ANGEPY3HbIMU XpUNamm

JleroyHble MHPUANBLTPATLI MO AAHHLIM PEHTIEHONOMMYECKOro
nccnenoBaHUA

BHecocyaucTtbie 303MHOPUNBbHbIE UHPUABLTPATDI MO
NAHHbIM BMONCUMN OPraHOB WM TKaHEW

bonun B NPUAOATOYHDbIX MA3yXaxX HOCa WU
peHTreHonornyeckne nameHeHmA nasyx HocCa

MOHO- AN noAnHenponaTus

[lnarHos aBaseTca 4OCTOBEPHbIM NPU HaAUUYUKU 4 unm
6onee Kputepues



AHLIA-NO3NTUBHOCTb U KIMHUYECKAA
KapTuHa 3abonesaHusn

 JITIA OTHOCMUTCA K rpynne aCCOUMNPOBAHHbIX C
aHTUHEUTPODUIbHbIMU LUTONNa3mMaTUYECKUMMU aHTUTElaMun
(AHLUA) cnctemHbIx BAaCKy/IMTOB.

* [lonoxutenbHble AHUA onpepenatotrca 8 30-40% cny4vaes IITIA m
accoummpytotcaA € MNOBbIWEHHOM 4YacTOTOM  MHOXeCTBEHHOro
MOHOHEBPUTa U rIoMmepynoHedppuTa.?

* AHUA-HeratmBHble 60/bHble, Kak npaBuino, 6onee CKAOHHbI K
nopaxeHuto cepaLa.?

2. Mouthon L., Dunogue B., Guillevin L. Diagnosis and classification of eosinophilic granulomatosis with
polyangiitis (formerly named Churg-Strauss syndrome). J. Autoimmun.2014, 48:99-103.



[Topa*KeHue cepaua n ucxognbl IIMA

MopaxeHue cepaua BcTpeyaeTca npumepHo y 15-60% naumeHtos ¢ IMMA.3
MoryT BOBNeKaTbCA BCe CTPYKTYpbI cepaua, npwu T moryT pa3snBaTtbCA:

* repuKapamT,

* 3HAOKAPAMT C NOParKEHMEM KNanaHHOro annapaTta u opmMmnUpoBaHNEM
BHYTpMcepae4yHoro Tpombo3a,

*  MMOKApPAMT PA3NINYHOU CTENEHU TAKECTMH,

* AMNaTauMOHHAA KapAuMomMMonaTus,

*  KOPOHApUWUT.

KapananbHasa natonorma aBASeTcs CaMon 4acTom NPUYNHOMU
NeTanbHbIX Mcxonos npu IIMA. 4°

3. Szczeklik W., Miszalski-Jamka.T. Cardiac involvement in eosinophilic granulomatosis with polyangitis (Churg Strauss) (RCD code: I-
3A.7a). J. Rare Cardiovasc. Dis. 2013;1: 91-95.

4. Qiao L, Gao D. A case report and literature review of Churg-Strauss syndrome presenting with myocarditis. Medicine. 2016;95:51-
55.

5. Neumann T., Manger B., Schmid M. et al. Cardiac involvement in Churg-Strauss syndrome: impact of endomyocarditis. Medicine.
2009;88: 236—-243.



KnuHunueckoe HabaogeHne 6onbHOU K.,
1964 r.p.

N3 aHamHe3a U3BeCcTHO, YTo Yy 6bonbHOM K., 47 netc
oKTAbpsa 2011 r. yepe3 1 mecAy NOC/ie NePeHECEHHOTO
OCTPOro raMMmopmnTa NOABUNNUCH:

Obwan cnabocTb

3a/10XKeHHOCTb HOCa

YnopHbin cybpebpunuter

Kawenb c otaeneHmem MOKpPOTbI KeNTO-3e/1eHOr0 LiBETA

OapblwKa, cepauebreHne npm He3Ha4YNUTEIbHOM
dU3MYECKOM HarpyskKe.

P PeKT OT IeveHnA aHTUBMOTUKaMKM (aMOKCUKAaB,
LuMnpodAOKcaumH) 6bln KpaTKOBpeMeHHbIM. B Hosibpe
2011 rona 6bina ob6cnegosaHa B CTaLUMOHape No MecTy
XUTENbCTBaA.



O6beKTUBHbLIU CTATYC

CocTosiHue Taxkenoe. Temnepatypa 37,6 °C. Co3HaHuMe AcHoe.
[emopparmyeckume BbiCbIMAaHMA CAMBHOIO XapaKTepa C HEKPO30OM Ha
KOXe rosieHen. JinmdbaTnyeckme y3abl He yBe/IMYEHDI.

Yucno gpbixaHnm 22 B 1 MuH. [IbixaHUe KeCcTKoe, Cyxme, CBUCTALLUE
XPUMNbl NO BCEM NETOYHbIM MONAM.

JleBaA rpaHML,A OTHOCUTE/IbHOM TYNOCTK CepALa B NATOM
mexpebepbe Ha 1 cm B1EBO OT JIEBOU CPEeAHEKNOUYNYHOWN INHUMN,
npaBasd — Mo NPaBOMY Kpato rpyaAuHbl, BEPXHAA — B TPETbEM
mexxpebepbe. YCC 120 ya/muH, nynbc-92 B 1 MUH.,apUTMUYHbIN. ALl
130 n 85 mm pT. CT.

HKUBOT MATKUI. [leyeHb -Ha 3 cMm HUKe pebepHOoM Ayru, MATKo-
31aCTUYECKOWN KOHCUCTEHUMKN, BONe3HEeHHas Npu Nanbnaumu.

OTeKku roneHemn, cton.



HekpoTuzupyromuil KOXKHbINM BACKYJIUT HUXKHUX KOHEUHOCTEN Y
oonmpHON K.

doTO U3 NNYHOrOo dpXmnBa aBTOpPOB



JTabopaTopHble, MHCTPYMEHTa/IbHble AaHHble

O6wun aHanus Kposu

* 3puTtpoumTsbl 4,3:10'2/n [N (3,5—5,7)-10%%/n],
* remornobuH 126 r/n (N 115—160 r/n),

* Tpombounutbl 186-10°/n [N (150—400)-10°/n],
* nelkoumTsl 15,2:10°/n [N (4,0—10,5)-10°/n],
*  303MHOPUANLI 14% (N 1—5%),

* nanoykoagepHblie 6% (N 1—6%),

* cermeHTosaepHble 64% (N 45—70%),

*  moHoumntbl 4 % (N 2—9%),

numoountbl 12% (N 18—40%),

*  CO338 mm/u (N 10—12 mm/u).

e OAM,BAK — 6e3 naTtonormmu

 AHUA, aHTnTena Kk asycnmpanbHon JHK —He obHapyXKeHbl
*  AHTUHYKNeapHbir pakTop (AHP) —1,1 (N-p01,0)
e OAM,BAK — 6e3 natonormm



J1aHHble UHCTPYMEHTa/IbHbIX
nccnenoBaHNM

* JKrI - Pnbpunnaumna npeacepamnim, TaXMCUMCTONNYECKAA
dopma, cpegHee HCC 114 B MUH.

e IXO-KI : VYmepeHHOe pacwmpeHne nonocren
npeacepavu, Kenyao04vKos. nobanbHas
COKPaTUMOCTb MMOKapAa JIEBOTo Kenyaoudka (J/TH)
cHuKeHa,PB -32% . AndPy3Hasa rmnOKMHE3NUA CTEHOK
JIIK.  YmepeHHaa  peryprutauma  AB-KnanaHos.
J1érouyHaa runepteH3una ll ct. -55 mm pT.cT. HEbonbLlioe

KO/1IN4yeCcTBO XUAOKOCTU B MNOJZTIOCTU NEPUKaApPOA.

* Buoncua cnmsmcton o60/04YKM HOCA - AaHHbIX B MO/b3Y
rpaHy/1€MaTO3HOro NopaXKeHms BbisiB/IEHO He bblo.



PeHTreHorpaMMa OpraHoB I'pyJHOIi KJIeTKHUB ABYX Npoekmnusix Cnpasa B
BEPXHEN A0N€e , CIEBA B A3bIYKOBbIX CETMEHTAX HUMKHEN 0/M YY4aCTKU
3aTEMHEHNA HeEOAHOPOAHOMN CTPYKTYPbI C HEYETKUMM KOHTYPamun. CUHYCbI
cBOOOAHbI. 3aKN0YeHMe: : ABYCTOPOHHASA NOIMCErMEHTapHaA NMHEBMOHMUS.



MpepBaputTenbHbi ANArHo3, N1eyeHune

* HeandPpmnpeHumMpoBaHHbIN  CUCTEMHbBIN  BACKYAUT C
Nopa*KeHnem cepaua, NEerknx, Koxu.

* Ha doHe NleyeHuA aHTNbaKTepUanbHbIMN,
NPOTUBOAPUTMUYECKUMU cpeacTBammu (ammopapoH 600
Mr/oeHb BHYTPb), cepaevyHbIMm MUKO3N4amMu,
MOYEroHHbIMM npenapatamun, 6HOpoHXoamMnaTaTtopamy,
MeTUNNPeaHU30/I0HOM  BHYTPb B A03e 24 mr/aeHs.
3P PEKT OT IeYEHUA HE3HAYUTE/IbHbIN.



[laHHble AONOJHUTENbHbIX UcceAoBaHNMN

B nekabpe2011 r. nepeBeseHa B pPeBMATONIONMYECKOE
otaeneHne Y3 «OKb». Ha MOMeHT nocTynaeHus
COCTOSIHME Taxenoe, obycnosieHHOE COYeTaHHbIM
nopa*keHmem cepaua n nNerkux.

Pe3ynbTaTthbl nccnenoBaHUA OAK,BAK,OAM,
NMMMYHONOTMYECKUX TECTOB ObIIN MPEXHUMMU.

KomnbtotepHasa Ttomorpadusa (KT) opraHoB rpyaHom
KNEeTKU - B 0boux nerkux onpeaenanucb
cybnneBpanbHO pPACMNONOXKEHHbIE UHPUALTPATbI C
NONIOCTAMW AECTPYKUUN, B BEPXHEM J0ae MnpaBoro
JIerKOro U B HUMXHEW N0N€e NEeBOr0 NIErKOro - YYacCTKM
YN/IOTHEHNA NEroYyHOM TKaHM N0 TUMY MATOBOTO
CTeKna.

Cnuporpadma - HapyweHune OB no cmewaHHOMY
Tuny (OPB1 -68%, KE/1 — 65%).



TpyAHOCTU NOCTAHOBKU AMArHO3a y
6onbHOM K.

Kpyr 3abonesaHuun auddepeHumanbHo —
ANarHOCTUYECKOro NoncKa:

MHPEKLUMOHHbIN SHAOKApAUT
cencuc

TybepKynes nerkux
BUY-nHdeKkuma
OHKONOTNYECKNIN npoLecc
CMCTEMHAA KPacHaa BO/IYAHKA
rpaHynemaTos € NOJIMaHTMUTOM



AnarHos

* J03UHOODUNBHbLIN FPAHYNEMATO3 C NONAHTUUTOM,
OCTpoOe TeyeHune, akTMBHOCTb lll, HOEKC aKTMBHOCTHU
Backynmta BVAS -15 6annos, AHUA-HeratuBHbIN
BapMaHT, ANPPY3HbIM MUOKAPAUT, NEPUKAPAMT,
nopaxeHue nerknx (6poHxoo0bCTPYKTUBHbBIN CUHAPOM,
NBYCTOPOHHME NMHOUNBLTPATBI NIETKNX C AECTPYKUUNEN),
BAa30MOTOPHbIN PUHUT, A3BEHHO-HEKPOTUYECKUN
KOXHbIW BaCKyNUT, NpexoaaLlan 303MHopuans,
raMMopuT B aHaMHe3e.

* Ocn.: dDnbpunnauma npeacepann, TaXMCUCTO/IMYECKAS
dopma. HIIB (PKIIl).KpoBoxapKaHbe.



UHAeKc akTMBHOCTU BacKyauta BVAS

BUPMUHIeMCKUMN MHOEKC aKTUBHOCTU BACKY/IUTa
(BVAS ): 15 6annos

* CUCTEMHble NpoAB/eHMA (MnxopagKka meHee
38,5°C) -1 6ann

* UHPUANbTPaTbl B Nerknx - 4 banna

 CepaeyHasa HeaoCTaTOYHOCTb - 6 6bannos

* HEeKpOTU3NPYIOLWMNMN KOXKHbIN BAaCKYAUT -4
6anna



JleueHue

MetunnpeaHusonoH (MI) BHyTpb 12 Tab/ 48 mr/aeHb
MeTtonposnon — petapa 50 mr/aeHb

KopaapoH B Tab. 600-200 mr B CYyTKM

Tpomb60-ACC 1 1ab 100 mr

dHananpwun B Tab. 5 mr/aeHb

BepownupoH 50 mr/aeHb

Topacemug, 15-20 mr/aeHb

Omenpason 20mr x 2 pa3a B AeHb

Kanbuut D3 2 1ab6./n0eHb

[lynbc-tepanma MI1 1000 mr Nel, yepes 1 mecay,
nporpammHoe seegeHmne MI1 500-1000 mr,
umknopocpammga 1000 mr 1 pa3 B mecAu B TeyeHUe 6
MecC. B peXXmume ny/nbc-Tepanmu, 3atem - 1 pa3 B 3 mec. B
TeyeHune roaa



ddPeKTUBHOCTb Tepanum yepes 1,5 mecauya

CocTtosiHue 60N1bHOM 3HAYUTENIbHO YAYYLLNNOCH:

YMeHbLUNANCb NPOAB/IEHNA HeAO0CTAaTOYHOCTH
KpoBOObpalleHna , HacTynuaa ctabmnamnsauma
cepaevyHon HeaoCTaTOYHOCTU Ha yposHe |IA ctagnum

YMEHbLLINANCL Pa3mepbl TPOPUYECKMX A3B HUMKHUX
KOHeYHoCcTeu

He peunamsmpoBanm 303MHOPUANA, CUMMITOMbI
BAa30OMOTOPHOIO PUHNTA, OPOHXO0OOCTPYKLUMU

HopmanunsoBanncb octpodasoBble NoKasaTenm



[lanbHenlwan NoONoXKnUTeNnbHaA AUHAMMUKA

coctoaHMnA 6oabHON Yepes 6 mec.

NcuesHoBeHME MHPUNLTPATOB B NETKUX

YnyyweHne ¢GyHKUMM  cepaeyHOM  Mbillbl MO
NaHHbIM  OxoKI (ymeHbweHue pasmepoB J1K,
ncyesHoseHne AndPysHOM TUNOKMHE3UU, YyBe-
nnyenune ®B o 41%, cHuxkenune COANNA no 43 mm pr.
CT.)

CoxpaHeHune gnnatauumn npeacepann, dubpunnaumm
npeacepann No AaHHbIM IXOKT



JanbHeUwee segeHune 6onbHoU K.

Yepes 1,5 r. nogaepxuneatowana aosa MI1 BHYTpb
cocTaBnAna 6-4 mr/cyTKn, LUTOCTaTUKOB - a3aTUOMNPUHA
50 mr/peHb

BonbHOM 6blN OTMEHEH KOPAapPOH, A0DaBAEH AUTOKCUH
0,25 mrx2p/neHb, faburatpad 220 mr/aeHb

[MpoaonKeHa KapamnoTponHas Tepanua (meTonposon-
petapa, SHananpwua, BepoLLINUPOH, Topacemua)

Ha ¢oHe AaHHOM Tepanmnmn y NnaumeHTKU Ha NPOTAXKEHUN
10 neT coxpaHAanacb meaAMKaMeHTO3HaA PEMUCCUSA, HE
nporpeccMpoBana cepaedyHan HeJoCTaTOYHOCTb



Ob6cyxXaeHue

Y 6onbHOM K. ANPPY3HbIN MUOKAPAUT ABAANCA BeAyLLMM
npoAasneHnem 3aboneBaHma U onpeaensan ero NPorHos.

TaKTUKa nevyeHmna onpeaenanacb TAXeENbIM MUOKapPAUTOM,
A3BEHHO-HEKPOTUYECKUM KOXHbIM BACKY/INTOM,
MHOUNBTPATUBHBIM NOpPAXKEHUEM Nerknux n notpebosana
Ha3HaYeHUA BbICOKMX 003 rAtoKoKopTuKomngos (MK),
nposeaeHnA NPOrpaMmHOM Tepanuu 'K,
UMKnopochammaom B perkmme nynbc-Tepanuu.

Y naumeHTKn NpuMeHAnacb KapAWOTpPOMnHaa Tepanwus,
BK/IlOUAlOLWAA BCe rpynnbl NpPenapaToB, MCNONAb3YIOLLMXCA
Npu Ne4eHUn XPOHNYECKOU cepaevyHOMN HeJOCTaTOYHOCTM!.

[TpMeHeHne BblleyKa3aHHbIX CpPeacTB npuBeno K
CTOMKOUN MmeanKaMeHTO3HOW peMUCCUMN.



ObcyaeHue

e Xopouwwunun oTBeT Ha nevyeHune I TIA accoummpyeTcsa, Kak
npaBuao, c bonee cTapLMm BO3pacTOM, CBOEBPEMEHHOM
NOCTAaHOBKOM AMArHO3a U paHHUM Ha4a/IOM NeYeHus,
nopaeHnem gbixaTeNbHOM cnctembl.b 3T dakTopbl
MMENN MeCTO Y Hallen NaUuNEHTKMN.

 [nutenbHbin npmem MK MoXKeT YMEeHbLINUTb PUCK
peumMamBa MMOKapaUTa u Apyrux npoasneHnii SMA.’

6.Kim MJ, Sohn KH, Song WIJ et al. Clinical features and prognostic factors of Churg-Strauss syndrome. The Korean
Journal of Internal Medicine 2014; 29 (1):85-95b

7.Durel C.A., Berthiller J., Caboni S., Jayne D. et al. Long-Term Followup of a Multicenter Cohort of101 Patients With
Eosinophilic GranulomatosisWith Polyangiitis (Churg-Strauss). Arthritis Care & Research.2016; 68 (3): 374-387.



BbiBOoAbl

 PaHHAA AMArHOCTUKA MMOKapauTa y 6onbHbix IITIA
N0o3BO/IAeT CBOEeBpPemMeHHO Ha3HayaTb adeKBaTHoe
neyeHue sTUM NaymeHTam.

e [lnntenbHoe JNe4YeHue [NOKOKOPTUKOMAAMM B
nogaep*KMBaroWmMX  A03ax VMEHbLIAET PUCK
peuuanBoB MMOKapAUTa U  APYrUX NPOABAEHUMN
oI T1A.

* AAeKBaTHaA KapauoTponHaa Tepanua B TeyeHwue
ONNTENbHOINO BpemMeHM TaKXKe MO3BOAAeT YAy4dluunTb
nporHo3 6onbHbIX IITIA € TAXKEenbIM MNOPaXKEHNEM

cepaua.



bnarogapum 3a BHUMaHUe



