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Enugemuono2us Ha eo3uHoduaHama
2paHyAOMamo3a ¢ noAuaHzuum

leopeu CmegaroB, Erena MumoBa
Wremumym no pegku 6oaecmu, MroBguB

Peslome

EosuHopuAHama  2paHyAOMamos3a € noAuaHauum
(Eosinophilic granulomatosis with polyangiitis, EGPA), HapuyaHa go
ckopo cuHgpom Ha Churg-Strauss, e cucmemeH Hekpomusupaw,
Backyaum ¢ MyAmuop2aHHO 3acfzaHe, kotimo ce npoaBaBa Hal-
4ecmo ¢ acmma, eo3uHoduAus U Hekpomu3supawu ekcmpaBasaaHu
2paHyAOMU, a npu yacm om OOAHUME Ce Hamupam aHmu-
HeympoduAHU uumonaasmeHu aBmoanmumera (ANCA). EGPA e
€gUH om Hal-pAgko cpewanume nopBuyHu cucmemHu Backyaumu.

Caeg  nbpBomo onucaHue Ha 3aboAaaBaHemo npe3 1951
2., knacupukauuama my e npemupnara MHOKecmBo NPOMEHU,
UeAAWU NPeuusupaHe Ha guagHOCMUYHUA NPOUEC U HaBpemeHHOo
AeyeHue. 3a nocmaBaHe Ha guazHo3ama nauueHmume mpaocBa ga
omeoBapAm Ha onpegereHu kpumepuu. Auncama Ha yHupuuupaH
nogxog npu npuaazasemo Ha me3u kpumepuu, kakmo u
npunokpuBaHemo Ha kauHuuHama cumnmomamuka C gpyau
nopBuyHu cucmemHu Backyaumu 3ampygHaBam usyyaBaHemo Ha
enugemuoAao2uama Ha EGPA.

Hacmoswama nybAukauus uma 32 UeA ga aHaAusupa
enugemuoA02U4HU gaHHU 3a EGPA u ga npegocmaBu oueHka 3a
pasnpocmpaHeHuemo Ha moBa 3aboadaBaHe 8 bbazapus.

KalouoBu gymu: eo3uHOGuAHa  2paHyaoMamosa ¢
noauanzuum, EGPA, cuHgpom Ha Churg-Strauss, ANCA acouuupaH
Backyaum, enugemuonozus, 3aboreBaemocm, 6oAeCMHOCM
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Abstract

Eosinophilic granulomatosis with polyangiitis (EGPA), until
recently called Churg-Strauss syndrome is a systemic necrotizing
vasculitis with multiple organ involvement, most commonly
manifested by asthma, eosinophilia and necrotizing extravasal
granulomas. Anti-neutrophil cytoplasmic autoantibodies (ANCA) are
found in some of the patients. EGPA is one of the rarest forms of
primary systemic vasculitis.

Since the first description of the disease in 1951, its
classification has undergone many changes aimed at refining the
diagnostic process and timely treatment. In order to be diagnosed
precisely, patients must meet certain criteria. The lack of a unified
approach in the application of these criteria, as well as the overlap
of clinical symptoms with other primary systemic vasculitides,
make it difficult to study EGPA epidemiology.

This publication aims to analyze epidemiological data on
EGPA and to provide an assessment of the incidence and prevalence
of this disease in Bulgaria.
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BvBegeHue

EosuHogpuanama 2paHyromamosa ¢ noauaHeuum (Eosinophilic
granulomatosis with polyangiitis, EGPA), HapuyaHa go ckopo CuHgpom
Ha Churg-Strauss, e pagbk u nomeHuuaAHo »kuBomosacmpawasaw
cucmemeH Hekpomusupauw, 8ackyaum, 3acazaw, npegumHo maakume
U cpegHu kpoBoHocHU cbgoBe [1]. OcHOBHU xapakmepucmuku
Ha 3aboaABaHemo ca acmma, eo3uHoduAudA, Hekpomusupauiu
ekcmpaBasaaHu 2paHyaomu U cucmemeH Backyaum [2].

3a nbpBu nom CcbCcmOAHUEMO € onucaHo npe3 1951 e.
om Jacob Churg u Lotte Strauss npu 13 nauueHmu ¢ mexkka
acmma, ebpuaumem, eo3uHoduaus B kpbBma, mokaHume u
aymONCUOHHU gaHHU 3a guceMuHupaH Hekpomusupaw, Backyaum ¢
ekcmpaBackyaapHu 2panyromu [3].

Emuonozuama Ha 3aboaaBaHemo He e usAcHeHa. Cuuma ce,
ye HAkou aHmuzeHu u AekapcmBa mozam ga omkaloyam EGPA
Yy 2EHEMUYHO nNpegpasnoAOXkeHU uHguBugu ¢ onpegereH HLA
DRB ¢eHomun. Tlpu okoro 40% om nauueHmume ¢ EGPA ce
ycmaHoBdBa HaAuvuemo Ha aHmu-HeympogUAHU UUMONAA3MeEHU
aBmoanmumena (ANCA), koemo 20 npuyucasBa kom m. Hap. ANCA-
acouuupadu Backyaumu (ANCA associated vasculitides, AAV). ANCA-
no3umuBHuAm uAu BackyaumeH @eHomun Ha EGPA npomuua ¢
HeBpOAO2UYHU, GbOpeYHu, koXkHU U 6eA0gPOBHU cuMnmomu, gokamo
32 ANCA-He2amuBHuA, mokaHeH UAU eo3uHohuAeH deHomun e
xapakmepHo mexkomo 6er0gpo6HO U CbpgeyHo 3acAzaHe [3-4].

[eduHupaHemo, pasbupaHemo u AeueHuemo Ha EGPA e
NPemMbpnaA0 3Ha4YUmMeAHo pasBumue 3a nocAaegHume 30 20guHU.
N3pabomeHu ca peguua knacudukauuu u kpumepuu, no koumo
ce omgudepeHuupam pasAuyHUME cucmemHu  Backyaumu,
BkaloyumeaHo EGPA. 113yyaBaHemo Ha enugemuoAO2UAmMa Ha
3ab0AABaHeEMO € 3ampygHEHO nopagu NOCMOAHHOMO pa3Bumue u
gonvABaHe Ha kpumepuume 3a nocmaBaHe Ha MOYHA guazHO3a.
B gocmunHume npoyyBaHus OmM NOCAEGHUME 20QUHUHU Ce
HabAlogaBa HapacmBaHe Ha peaucmpupaHama yecmoma Ha EGPA,
koemo ce gbAku Ha npeuusupaHume kpumepuu 3a geduHupaHe
Ha borecmma, noBuweHama ocBegomMeHocm Ha Aekapume u
NogobpeHo guazHocmuuupaxe [5].

KoHceHcycHama 2pyna 3a u3cAegBaHe u AeyeHue Ha EGPA
(EGPA Consensus Task Force recommendations for evaluation and
management, 2015) npegocmaBa npenopoku koM cneuuaaucmume
kak ga pasnosHaBam, u3scaegBam u AekyBam nauueHmume
¢ moBa 3aboaaBaHe [6]. 3a nocmaBsHe Ha guazHo3a EGPA
nauueHmume mpA6Ba ga omeoBapAm Ha onpegeAeHu kpumepuu,
¢uaypupawu B8 noHe egHa om npenopokume Ha: AmepukaHcku
Koaezuym no peBmamonozus (American College of Rheumatology,
ACR) 3a 2paHyromamo3seH noAuaHzuum (1990), koHceHcycHama
koHdepeHuua om Chapel Hill 3a HomeHkaamypa Ha Backyaumume
(Chapel Hill Consensus Conference, CHCC) (1994, 2012) u
anzopumbma Ha EBponelickama azeHuus no AekapcmBama
(European Medical Agency, EMA) (2007) [7-10]. Mpes 2017 2. npeg
ACR u EBponelickama Auza cpewly PeBmamusma (European League

AgainstRheumatism, EULAR) canpegaoXeHu HoBu kaacudukauuoHHuU
Kpumepuu 32 nbpBuyHUME cucmeMHu Backyaumu, npegocmagsawu
85% ceHzumuBHocm u 99% cneuuduyHOCM 32 guazHocmuuupaHe
Ha EGPA [7,11,12].

Llen Ha HacmoAwama nybaukauus € ga aHaAusupa
enugeMuoAO2UYHU gaHHU 3a EGPA u ga npegocmaBu oueHka 3a
pasnpocmpaHeHuemo Ha moBa pAagko 3aboaaBaHe 8 Bbacapus.

Mamepuaa u memogu

OcvuwecmBeHo e mbpceHe no kalowoBu gymu: “Eosinophilic
granulomatosis with polyangiitis, EGPA’, “Churg Strauss syndrome”,
‘ANCA associated vasculitis”, “epidemiology”, ‘“incidence” u
“orevalence” 8 PubMed/MEDLINE, Google Scholar u Medscape.
PasanegaHu ca nybAukauuu U enugemMuoAO2UYHU gaHHU 3a EGPA 8
EBponelckus pedepeHmen nopman 3a pegku borecmu Orphanet.
TopceHu ca nybAaukauuu Ha 6ba2apcku e3uk cbc couwume kalouoBu
gymu 8 6asume gaHHU Ha LleHmpaaHa meguuuHcka bubauomeka,
HALINN, Research gate u Google Scholar 3a npocaegaBaHe Ha
uscaegBaHusa u onuma ¢ moBa 3aboaABaHe B8 boAzapus.

Bbasume gaHHU ca npeaAegaHu 3a npoyyBaHua Ha aH2Audcku
e3uk, npu u3noA3BaHe Ha cAegHume kpumepuu 3a nogbop:
gaHHU 3a 6oAeCMHOCM U/uAU 3aboAeBaemocm, U3noA3BaHe Ha
cAegHume kaacugukauuu u ppkoBogemBa 3a guagHocmuuupaHe Ha
nauueHmu ¢ EGPA: American College of Rheumatology (ACR) u/uau
Chapel Hill Consensus Conference (CHCC), MKBE Bepcus 9 uau 10,
kakmo u 6a3u gaHHU OM HAUUOHAAHU, PE2UOHAAHU U/UAU GOAHUYHU
peaucmpu.

Pesyamamu u o6cvkgane

060o6ueHu enugemuono2uyHu gaHHu om Orphanet u gpyau

nybaukayuu

EBponetickusm pedepeHmeH nopmaa 3a pegku Goaecmu
Orphanet onpegeana EGPA (ORPHA kog: 183) kamo psagbk cucmemeH
Backyaum Ha maakume cbgoBe, xapakmepu3supawl ce ¢ acmmia,
kpoBHa u mokaHHa eo3uHouAua u npoaBu Ha Backyaum. O6wama
borecmHocm e 1-9 / 100 000, a goknagBaHama 6oaecmHocm 3a
EBpona e 1/ 70 000-100 000 [13].

Cnopeg MexgyHapogHama kaacudukauus Ha Goaecmume
(MKB) Bepcus 10, kogom Ha 3aboaaBanemo e M30.1,
noAuapmepuum ¢ 6eaogpobHo 3acAzae (Churg-Strauss). B Hakou
nybaukauuu ce onucBa pesucmpupaHe Ha nauueHmu C guazHosa
EGPA u upe3 MKB kog M30.0, Hogo3eH noauapmepuum u cBbp3aHu
cbCmoAHuUA, koemo owe BegHwk nokasBa 3ampygHeHuAama npu
npocAegaBane Ha nauueHmume ¢ moBa pagko 3aboadBane [14].

Cnopeg 0630pa Ha Mohammad, 2020 2., 6oaecmHocmma 8
EBpona ce gBuku om 10.7 go 14/muaucH, 8 CALL ma e okoao 18/
MUAUOH, a 8 ABcmpaaua gocmuza 22.3 CAyYas/MUAUOH HAaCeAeHUe
[5].

CpegHama Bv3pacm Ha nocmaBaHe Ha guazHo3ama e 40 — 60
20gUHU, kamo 3aboaaBaHemo pAgko ce npoABaBa caeg 70 20guLuHa
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Bv3pacm. EGPA He ce HabalogaBa yecmo npu geua u loHowu. B
ma3su Bv3pacmoBa 2pyna 3aboAaBaHemo uMa no-azpecuBeH xog, ¢
uspaseHa 6enogpobHa u cbpgeuHocbgoBa manudecmauus [12]. He
ce ombeaa3Bam (GaMuAHOCM UAU emHuyecku pasauyusa 8 noaBama
U pasBumuemo Ha EGPA. [laHHUMe 3a CbOMHOWeEHUEMo MexXgy
gBama noAa ca pasHonocoyHu, kamo cnopeg Hakou aBmopu mo
e 1:1, a gpyau gokaagBam pasauyHa yecmoma B noA3a Ha eguHuA
UAU gpyaus noA [16-18]

B nybaukauusama Ha Vaglio u cvaBmopu om 2013 2. ce
cvbobwaBa 3a 2oguwHa 3aboneBaemocm 0.5-4.2 cayyad Ha 1
MUAUOH U 6orecmHocm 11-14 cayyaa Ha 1 mMuauoH [19].

B o63opume Ha Gioffredi A. (2014) u Ha Mouthon L. om
2014 2. ce onucBa cxogHa yecmoma Ha 3aboaABaHemo: 20gulIHa
3aboneBaemocm om 0.5 — 6.8 Ha eguH MUAUOH U 6oaecmHocm
10.7 — 13 cAyyan Ha eguH MuAuOH nonyaauus [20-21].

Cnopeg gaHHUMe om 0630pa Ha Furuta u cbaBm. om 2019 2.,
3aboreBaemocmma om EGPA e 0.9-2.4 Ha eguH MUAUOH 20gUWLHO,
a bonecmHocmma e 10.7-17.8 Ha muAuoH, 8 3aBucumocm om pas-
2neXgaHume 2eozpadeku obaacmu u npuaoxkeHume kpumepuu [22].

TopceHemO Ha 2eHemuyHa npuyuHa 3a EGPA He e goBeno go
kamezopuyHu pesyamamu, kamo Bce nak uma npegnoaoXeHue 3a
BAUAHUE HA ONPegeAeHU UHXaAAMOPHU aHMUZ2EHU NPU 2eHEMUYHO
npegpasnoAoXkeHu nauueHmu. [lpegpasnoAazawlu  2eHEMUYHU
dakmopu 3a EGPA ca: HLADRB1*04 u HLA-DRB1*07 aaeau u HLA-
DRB4 2eH, koumo ce cpewam no-4ecmo npu cungpoma [23]. Mpes
2019 2. e nybaukyBaHO 2eHOMHO npoyyBaHe, ugeHMuduuupaLLo
yemupu EGPA-acouuupaHu Aokycu om aHaAu3a Ha 676 60AHU
u 6 089 koHmpoau, komeHMUpaWOo NOAU2EHHUA Xapakmep Ha
3a60AdBaHemo [24].

Enugemuonozuyru gaHHu om knuHuyHama npakmuka

Omkpumu ca 8 npoyyBaHua omeaoBapAwu Ha kpumepuume
3a nogbop B Gasume gaHHU, koumo ca onucaHu no-goAay u
npegcmatBeHu 8 Tabauua 1.

CpaBHumeAHO nonyAauuoHHO npoyyBaHe 8 CeBepHa lepmanus
uscregBa borecmHocmma npu ANCA cBup3aHu  Backyaumu,
BkalouumeaHo EGPA, B8 06ocobeH peauoH ¢ 2pagcko u ceacko
HaceneHue (99% kaBkaska nonyaauus). [JaHHume, noAyveHu npes
2006 2., ca cpaBHeHu ¢ me3u 0m NPeguHO NPoy4BaHe Ha Cbliume
aBmopu npe3 1994 2. CpegHama Bov3pacm Ha nauueHmume ¢
EGPA e 55 2oguHu (32-89), a MmeguaHama Ha npogbAKUMEAHOCM
Ha 3ab0AABaHemo kbM MOMeEHMa Ha u3caegBaHemo e 42 meceua
(6-198). Ekunom om lepmaHus gokaagBa, ye borecmHocmma om
EGPA Ha 1 MUAUOH HaceAeHUE 3a MO3U Pe2uoH CbC CmabuAHa
nonyAauus U npu u3noA3BaHe Ha ugeHmuuyeH gusalH Ha gBeme
uscaegBaHus e yBeauyena om 7 (95% Cl: 0-14) npes 19942. Ha 24
(95% CI: 14-35) npe3 2006 2. [16].

B finoHusa npe3 2008 2. e npoBegeHo cpe30B0 HAUUOHAAHO
npoyyBaHe, C UEA ONpegeAsHe Ha GOAeCMHOCMMA U KAUHUYHUME
xapakmepucmuku npu nauueHmu ¢ EGPA om 1 564 6oAHuuu.

N3yucreHama boaecmHocm om EGPA 3a finoHua e 17.8 / 1
000 000 uau 1 866 nauueHmu (95% CI: 1 640 — 2 092). CpegHama
Bov3pacm 3a HaYaAo Ha 3aboAABaHemo € buaa 55+ 14 2oguHu, kamo
CoomHowieHuemo XkeHu koM mMoke e 2:1. 93% om nauueHmume
ca Umaau HeBpoao2uyHu nposBu. MpeobragaBaHemo Ha >keHume
u noBuweHama yecmoma Ha HeBpoao2uyHu npoABu ce onucBam
kamo cneuuduyHu 3a AnoHckume nauueHmu ¢ EGPA u omauvaBawu
ce om pe3yamamume, gokaagBaHu 8 gpyau npoyyBaHua [17].

Mpe3 2017 2. e nybaukyBaxo pempocnekmuBHO npoy4BaHe Ha
yecmomama U pasnpocmpaHeHuemo Ha NbpBuyHUME CUCMEMHU
Backyaumu (Primary Systemic Vasculitides, PSV) 8 tOxkna Vcnanua,
koemo cowo maka cpaBHaBa HamepeHUme pesyamamu C gpyau
nyoaukyBaHu kbm MOMEHMa enugemuOAO2UYHU  Npoy4BaHus.
N3caegBanemo BkalouBa nocmoaHHO >kuBywu B onpegeAeHa
obracm >kumeAau > 14 20QuHU, guazHocmuuupaHu ¢ PSV 8
boAaHuuama Kocma gen Coa mexkgy 1994 u 2010 2. CpegHama
Bov3pacm Ha guazHocmuuupasume ¢ EGPA nauueHmu e 55 2. (46-
69), kamo cbomHoweHuemo XeHu cnpamMo Moxke € 2:1. ToguwHama
3aboneBaemocm om EGPA e 0.6 (95% Cl: 0-1.3) Ha MuAuOH
kumeau, kamo omuyemeHama 60AeCMHOCM Ha MUAUOH HaCeAeHue
32 2010 2. e 5.3 (95% CI: 0-12.5). Tesu gokaagBaHu pesyamamu
nokasBam no-Hucku cmodHocmu cnpAamo nyoAukyBaHu gaHHU om
gpyau peauoHu Ha cnaHus uau EBpona [18].

Lleama Ha nybaukauuama Ha Nilsen u cbaBm. e uscaegBane
Ha 3aboneBaemocmma u 6oaecmHocmma om AAV B8 CeBepHa
HopBeaus 3a 15-2oguweH nepuog (1999-2013z2.). MHpopmauuama
3a nauueHmume e cbbpaHa om CeBepHo-HopBeXkkua pe2ucmuop Ha
Backyaumume, kakmo u om Bcuuku 6a3u gaHHU B pe2uoHaAHUME
6oAHUUU. CpegHama Bb3pacm npu nocmaBaHe Ha guagHo3ama
EGPA e 57 2. (35-83), npougHmHOMO CbOMHOWEHUE Ha 3aboAeAu
MoXke cnpamo XkeHu e 8 noasa Ha XkeHume (20% cnpamo 80%
cbomBemHo), kamo Bpememo om nosBa Ha nbpBume cuMnmomu
go nocmaBsHe Ha guazHo3ama e 2 meceua (1-6). MMpu 87%
Om nauueHmume e HanpaBeHa 6uoncuAa. HabalogaBaHama
cvbpmHocm B pamkume Ha 3 meceua e 13%. Omuemenama
20guwHa 3aboreBaemocm om EGPA 3a uanama nonyaauus e
2.2 (95% Cl: 1.2-3.6) Ha muAuoH »umeAau, a gokaagBaHama
borecmHocm 3a 2013 2. € 27.2 /1 000 000 (95% Cl: 14.5-46.5).
Cnopeg aBmopume nonyAauusma B pez2uoHa & OMHOCUMEAHO
cmabuaHa, a  15-20guwHUAM nepuog Ha npocAegaBaHe u
OCU2YpPeHUsm gocmbn go 3gpaBHu 2pwku 2apaHmupa USAOCMHO
obxBawaHe Ha nauueHmckama nonyaauus [25].

Mpe3 2017 2. ekun om HauuoHaAHUA UHCMUMymM NoO 06-
wecmBeHo 3gpaBe, MMoawa nybaukyBa pempocnekmuBHO nony-
AAUUOHHO npoyyBaHe o06xBawawo nepuoga om 2008 go 2013 2.
ToBa u3caegBaHe e yacm om EBponelicko npoyuBaHe Ha 3aboae-
Baemocmma 8 6oaHuuume (European Hospital Morbidity Database),
koemo oueHABa MogeAu Ha 6oAHUYHA gedHocm B eBponedckume
gopkaBu. B npoyyBaHemo ce oueHABam Bcuyku xocnumaausupa-
HU 32 NbpBu Nbm nauueHmu ¢ guaz2Ho3a EGPA no MKB 10 om
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Tabauua 1. 0606weHu enugemuoAozuyHU gaHHu 3a EGPA om onucaHume 8 npoyuBaHua

06xBanama Buapacm
ABmop DopkaBa (om-go) npu
N nonyaauus 3a6oneBaemocm Boanecmuocm
(pedepeHuus) (pe2auoH) (N) nocmaBsaHe Ha
guazHosa
Herlyn K et al. lepmanus
1. 468 962 55 2. (32-89) n.a. 24 (95% Cl) Ha MuAuOH HaceAaeHue 32 2006
[16] (ceBepeH peauoH)
2. Ee;d]a KEetal. AAnoHuA HauuoHaaHo 55 2. (=14) n.a. 17.8 Ha MUAUOH HaceaeHue 3a 2008
Romero-Gomez | WcnaHus 0.6 (95% CI) Ha 5.3 (95% Cl) Ha MuAuOH HaceAeHue > 14 2.
. 79 334 . (46-
3 Cetal [18] (Map6es) 37933 552 (46-69) MUAUOH HaceAeHue | 3a 2010
. 2.2 (95% Cl) Ha
g, | Nilsen AKet HopBezua 1 495 0og 57 2. (35-83) | MUAUOH 32 06WOMO | 27.2 (95% Cl) Ha MUAUOH HaceeHug 3a 2013
al. [25] (ceBepeH paioH)
HaceAeHue
0,
Kanecki K et al. 1:5 (35% C) wa MomenmHa 6oaecmuocm: 8.8 Ha MUAUOH
5. MoAwa HauuoHaaHo 51e. MUAUOH HaceAeHue
[26] HaceAeHue B kpasa Ha 2013
32 2016
6. Beltramo C et al Opanuus HauuoHaaHo | 62 2. + 17 41 Hia MunUOK 9.1 Ha MUAUOH HaceAeHue 3a 2013
[27] HaceAeHue
Pamuk ON et al Typuun 0.8 (95% Cl) Ha MomexmHa 6oarecmuocm: 8.1 Ha MUAUOH
7. " | (ceBepo3anageH | 620 447 4242 =157 | 0 L
[28] MUAUOH HaceAeHue | HaceAneHue > 16 2. 3a 2013
pe2auoH)
4 Ha MUAUOH
8. | BertiAetal. [10] | CALL (OAmcmeg) | 144 248 51.52. +13.4 | HaceneHue 1.8 (95% Cl) na 100 000 > 18 2. 32 2015
/\e2eHga: n.a - HenpuAoXumu

Bcuuku 6oAHUUU B TMoAwa, ¢ u3kAloueHue Ha ncuxuampuyHume u
BoeHHume. [pynama obxBawia gaHHume Ha 344 nauueHmu, kamo
CbOMHOWeEHUEMO MbXe / XkeHu npu nauueHmume ¢ nopBa xoc-
numaau3sauus 3a EGPA e 0,67. OcHoBHume koHcmamauuu ca, ye
20guwHama 3aboaeBaemocm om EGPA 8 lMoawa e 1.5 Ha MUAUOH
(95% Cl: 1.2-1.8) 3a 2016 2., a MmomeHmHama 6oaecmtocm e 8.8
Ha MUAUOH HaceAeHue B kpasa Ha 2013 2. Pesyxmamume gokaa-
gBaHu om noackua ekun ca cpaBHumu ¢ mesu, gokaagBaHu om
npoyyBaHus B gpyau eBponedcku gopkaBu [26].

Mpe3 2017 2. Beltramo u cvaBm. nybAukyBam 5-20guwlHO
pempocnekmuBHo MHo2oueHmpoBo npoyyBane (2005-2014 2.),
aHaAu3upawlo pasnpocmpaneHuemo Ha EGPA u HekaacuduuupaHa
berogpobHa eosuHouAus (Unclassified Pulmonary Eosinophilia
UPE0) BbB (IpaHuus u yecmomama um 3a nepuoga 2012-2014
20guHa. 3cregBaHa e nonyAauuama nauueHmu, Xocnumaausupadu
no noBog Ha acmma u UPEo B8 GoAHuume B usrama cmpaHa.
OmuemeHa e 3aboreBaemocm Ha EGPA om 4.1 Ha MUAUOH
HaCceAeHUe 20guwHo, kamo cpegHama Bvb3pacm Ha nauueHmume e
6217 2., a coomHoweHue Mmexgy noroBeme e 1:1. [lokaagBanama
ooaecmHocm npu EGPA e 9.1 Ha MUAUOH HAaCeAEHUE CbC 3HAYUMEAHO
yBeauueHue mexkgy 2005 u 20142. [27].

Pamuk u comp. oueHaBam uecmomama Ha AAV npu
HacereHuemo Hag 16 2. Bv3pacm 3a CeBeposanagHa TypuuA.
loguwHama 3aboaeBaemocm om EGPA npu Auua Ha Bb3pacm > 16
2. e usyucaeHa Ha 0.8 na 1 000 000 (95% Cl: 0- 4). MomeHmHama

bonecmHocm 32 2013 2. om EGPA e 8.1 /1 000 000 (95% Cl: 1-
15,2) npu Bv3pacmHomo HaceAreHue > 16 2., kamo npu >keHume
ma e no-Hucka: 3.3 / 1 000 000 (95% CI: 0-9.7) cnpamo masu
npu mokeme: 12.7 /1 000 000 (95% CI: 0.2- 25.2). B 3aknloueHue
aBmopume komeHmupam ¢akma, 4e gokaagBaHume om msXx
gaHHU 3a 3aboneBaemocm u GorecmHocm ca 6ausku go makuBa
nybaukyBaHu 3a cmpaHu om HkHa EBpona, Ho no-Hucku om me3u,
omyemeHu 8 ceBepHu cmpaHu Ha koHmuHeHma [28].

Lleama Ha npoyyBaHemo Ha Berti u comp. € ga ce onpegeasm
3aboAeBaemocmma, OoAECMHOCMMA U CMbpmHOCMMA  Nnpu
nauueHmu Hag 18 2. ¢ kauHuuHa guaeHo3a ANCA cBop3aH Backyaum
8 nonyaauuoHHa koxopma 8 Oamcmeg, MuHecoma, CALL 3a nepuoga
1996 - 2015 2. OmyemeHama borecmHocm npu nauueHmu ¢ EGPA
e 1.8 (95% CI: 0.0-4.4) Ha 100 000, kamo e cxogHa npu MbXkeme
(2.1 Ha 100 000; 95% Cl: 0.0-6.1) u keHume (1.6 Ha 100 000; 95%
Cl: 0.0-4.8) u He ce pasauyaBa 3Ha4umeAHo om nybAukyBaHu go
MOMEHMA gaHHU 32 NonyAauuu om pasAuYHU pacu, HO onucaHama
3aboneBaemocm 0.4 (95%Cl: 0.1-0.6) cnopeg uscaegoBameaume
e Haid-Bucokama gokaagBana go momexma. [pu nauueHmume c
EGPA ce HabalogaBa 3HauyumeAHO no-Bucoko cmaHgapmusupaHo
CbOMHOWEHUe Ha cMmbpmHocm (Standard Mortality Ratio): 16.60
(95% Cl: 4.52-42.50) ¢ 5- u 10-2oguwHa npexuBaemocm om 86%
(95% CI: 63, 100%) u 43% (95% CI: 15, 100%). B HabalogaBanama
koxopma npexuBaemocmma 3a nauueHmu ¢ EGPA npogbakaBa ga
HamvandBa npe3 10-me 20guHuU cAeg nocmaBsHe Ha guazHo3ama,
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a B npeguwHu gokaagu ce onucBa no-Bucoka cMbpmHocmM npe3
nbpBama 2oguHa [10].

Enugemuonozuyna oyexka 3a bvnzapua

HayyHume nybaukauuu om 6ba2apcku aBmopu BkakouBam
uscAegoBameAu C PasAUYHU CNEUUAAHOCMU, OCHOBHO KAUHUYHU
UMYHOAO3U, HeBpoAO3u, anepaoA03u U peBmamono3u. TopCeHemo
Ha cmamuu Ha 6vA2apcku e3uk B8 6asume gaHHu PubMed, Google
Scholar u LlenmpanHa meguuuHcka bubauomeka, 2p. Codua He
omkpuBa npoyyBaHus 3a enugemuorozuama Ha moBa pAgko
3a60AABaHe B8 Boazapus.

Mpes 2011 2. XpucmoBa M. u bareBa M. onucBam
8 nybaukauusma cu ,JluaeHocmuyHa CmMOOHOCM Ha aHmu-
HeympoguAHUME aHmumeAa“ cuHgpoma Ha Churg-Strauss kamo
3a00AABaHe CoC CAOKHA KAUHUYHA U UMYHOAO2UYHA kapmuHa Uu
uumupam 3aboaeBaemocm cnopeg mexkgyHapogHu aBmopu om
1.3-6.8 Ha 1 muAuoH [29].

B 0630pa cu om 2015 2. nocBemeH Ha cuHgpoma Ha Churg-
Strauss, AkoBaueB I1. ce pokycupa Bopxy emuorozuama, KAUHUMHUME
dasu, deHomunoBeme, guazHo3ama, AEYEHUEMO U Npo2HO3ama
Ha 3aboaaBaHemo. ABmopbm onucBa npegcmaBaHemOo Ha eguH
KAuHUYeH cayyad om JumumpoB B. npe3 2001 2., npoyuBaHe Bopxy
Churg-Strauss Backyauma om HukoaoB8 K. u bareBa M., kakmo u
cvbobweHue Ha MaHonoBa 1. 3a nauueHm ¢ CSS u noaokumenHu
CANCA [30].

B usgageHama npes 2017 2. moHozpadus ,Backyaumu” Ha
Munano8 W. ce onucBa nogpobHo cuHgpoma Ha Churg-Strauss,
npegcmaBeHo e HoBomo HaumeHoBaHue (EGPA) Ha 3aboaaBaHemo
cnopeg koHceHcycHama koHgepeHuua Ha Chapel Hill om 2012 2. u
Ce uumupam gaHHU 3a 3aboAeBaemocm 2.7 Ha 1 MUAUOH HaceAeHue
20gUWHO U 6orecmHocm 10.7-22.3 Ha 1 MUAUOH HaceAeHue, cnopeg
mexgyHapogHu nyoaukauuu om 2003 - 2014 2. [31].

B 6azama gaHHu Ha LlenmpaaHa MeguuuHcka bubauomeka e
omkpuma MoHozpapusama “Pegku 6oAecmu ¢ UMyHHA namozeHe3a”
nybaukyBana npes 2020 2. nog pegakuuama Ha bareBa M. B yacmma
3a CuHgpoma Ha Churg-Strauss aBmopume Tep3ue8 A. u LIBemkoBa-
BuyeBa B. uumupam mexkgyHapogHu ny6aukauuu, cnopeg koumo
yecmomama Ha 3aboaaBaHemo Bapupa om 0.5-6.8 MAH./20guHa,
a obuwiomo pasnpocmpanedue e om 10.7 go 14.0 Ha 1 MUAUOH
Bo3pacmHu [23].

Mpe3 2020 2. ekun om YMBAA ,CB. BaH Puacku” nybaukyBa
npoyyBaHe, nocBemeHO Ha HO30A02UYHAMa cmpykmypa Ha
Backyaumume, HabalogaBaHu B kauHukama no peBmMamoAozus.
HanpaBeH e npocnekmuBeH u pempocnekmuBeH aHaAu3 npu
388 60AHU ¢ BackyaumHu npoABu npemuHaAau 8 nepuoga 2009-
2018 2. Om obwo 174 Backyaumu, guazHocmuuupaHu kamo
AAV ca ycmanoBenu 14 nauueHmu ¢ EGPA (10 XkeHu u 4 moxke).
CpegHama Bv3pacm npu nocmaBaHemo Ha guazHo3a EGPA e
49.13+15.40 2., kamo ma e no-Bucoka npu Mwkeme cnpamMO
masu npu »keHume (63.5 2. cnpamo 44.3 2.). CpegHomo Bpeme om

nosBama Ha nbpBume cuMNMOMU go NocMaBAHemO Ha guazHo3a
EGPA e 31.25 meceua, koemo cnopeg aBmopume e cBop3aHo
c npegBackyawumHama @asa (Ha acmmama, npegxoxkgauia
Backyauma). B 3akaloueHue ekunom cnogeas, ye 0c06eHO BaxkHu
(akmopu 32 nocmaBaHemo Ha guazHo3ama u 3ano4yBaHemo Ha
nogxogsAW0 AeYeHue ca no3HaBaHemo Ha BackyaumHume cuHgpomu
U wupokama gudepeHuuarHa guazHosa [32].

B pasanegaHume nybaukauuu u MoHozpaduu ce nogyepmaBa
3HaueHuemo Ha u3yyaBaHemo Ha koHceHcycHume kpumepuu
3a pasno3HaBaHe Ha 3aboaaBaHemo EGPA u Bw3moXkHocmume
Ha CbBpemeHHUMEe guagHoCmuyHu nogxogu. Cneuuasucmume
obcbkgam  Heobxogumocmma  Om  MyAMUQUCUUNAUHAPHO
CbmpygHuyecmBo mexkgy peBmamonosu, arep20A03U, NYAMOAO3U,
KAUHUYHU UMYHOAO3U, A2bOpPamopHU Aekapu U NamoAo3u C UEA
nocmaBsaHe Ha MOYHa guazHo3a U 3anouBaHe Ha mepanusa HaBpeme.

Bb3 ocHoBa Ha gaHHUME om HamepeHume nydAukauuu moxke
ga ce 3aknloyu, 4ye 8 cmpaHama uma KAauHudYeH onum u nosHaBaHe
Ha 6orecmma, HO Bce owe HAMA nybAukyBaHU enugemuoA02UYHU
gaHHU 3a bbAzapckama nonyaauus. ToBa npaBu ekcmpanoaupaHemo
Ha pesyAmamu om gpyau cmpaHu eguHcmBeH Bb3moXkeH HauuH kom
MOMEHMA 32 ougHka Ha pasnpocmpaxeHuemo Ha EGPA 8 Boazapus.

113noA3Baiiku gaHHUMe om u3BopLieHua 0630p Ha HayyHama
Aumepamypa, MoXe ga ce HanpaBam caegHume u3Bogu.
BbamoxkHo e ovakBaHusm 6pod nauueHmu ¢ EGPA 3a Bbazapus
ga Bapupa om 186 (8 nonyaauuama >142.) go 1301 (32 obwama
nonynauus) cbobpasHo gokaagBaHama no AumMepamypHU gaHHU
borecmHocm 3a cmpadu om EBpona [18, 25]. OuakBaHama 3a-
boaeBaemocm e mexXgy 4 u 28 HoBu nauueHmu 2oguwHo [18, 27].
Te3u NPO2HO3HU GOAECMHOCM U 3a60AeBaemMOCM Ca U3YUCAEHU Ha
0asa gaHHume om HauuoHaaHus Cmamucmuuecku WHcmumym
(HCW) 3a HaceneHuemo Ha boacapua kom 31.12.2020 2. C
o2neg BvBexkgaHemo Ha HoBume kpumepuu om EULAR u ACR 8
kAUHUYHama npakmuka u nogobpeHUMe guazHOCMUYHU Memogu
MoxkeM ga ouakBame B8 6Ausko bvgewe no-Bucok 6pod nauueHmu
C YMOYHeHa guazHosa .

HanpaBenama npozHo3Ha oueHka 3a pasnpocmpaHeHuemo
Ha EGPA B8 bba2apua mpabBa ga 6bge UHMepnpemupaHa npu
CAegHUME 02paHuyeHus. EnugeMuoA02UYHUME gaHHU 33 CmpaHama
npegcmaBaaBam oueHka, npuAazadku MogeAau 3a nonyAauuu B
pasAuyHU Bb3pacmoBu 2pynu u B omgeaHu gopkaBu om EBpona.
113noA3BaHume B me3u npoyyBaHua nogxogu 3a Bepuduuupase Ha
guazHo3ama (uscaegBaHe Ha buoncuyeH mamepuaa, ANCA, u gp.),
kakmo u npuaazaHemo Ha kpumepuume Ha ACR, CHCC uau EMA
He ca yHuduuupaHu. He pagko nopagu MHO2006pa3Hama KauHu4Ha
u3ABa nauueHmume ¢ EGPA ca peaucmpupaHu nog pasauyHu MKb
kogoBe. B Hakou u3caegBaHuA ca usnoA3BaHu camo HOAHUYHU Basu
gaHHu. Bonpeku kauHuuyHus ekcnepmed onum u no3HaBaHemo Ha
borecmma, €& Bvb3MOXKHO HaAauyuemo Ha ckpuma 6GoaecmHocm
uau knacuduuupaHe Ha 6oaHume ¢ EGPA nog pybpukama Ha gpye
Backyaum.

CmedanoB I, MumoBa E. Enugemuonozua Ha eosuHoduatama 2paHyromMamosa ¢ nouarauum. Pegku 6oaecmu u aekapcmBa cupauu 2021;12(1):17-22




CnucaHue ,Pegku 6orecmu u aekapcmBa cupauu”
6pod 1 2oguHa XII, ISSN 1314-3581

22
http://journal.raredis.org

3aknloueHue

Pagkomo 3aboadBaHe EGPA npegcmaBaaBa cepuoseH
guazHocmuyeH npobaem, koemo 3ampygHsaBa enugemuoAO2uU4Hama
oueHka 3a He2080mo  pasnpocmpadeHue. [locmu2Hamuam
koHceHyc 6 nocAegHUME 20QguHU OMHOCHO kpumepuume 3a
nocmaBsaHe Ha guagH03ama U NOAUOP2aHHOMO 3acsAzaHe usuckBam
ycuAuAma Ha ekcnepmu Om pasAuYHU KAUHUYHU CneuuaaHocmu,
yuAamo cBoeBpemMeHHa konabopauua e npegnocmaBka 3a MOYHO
guagHocmuuupaHe. M3zpakgaHemo Ha HaUUOHAAEH pe2ucmbp 3a
EGPA 8 Bvacapua 6u nognomozHar0 mo3u npouec. Mo-gobpomo
nosHaBaHe Ha moBa pAgko 3aboasBaHe u HaBpemeHHOMOo My
AeveHue ce ovakBa ga goBege go yBeauveHa npekuBaemocm u
nogobpaBaHe kauecmBomo Ha XkuBom npu nauueHmume ¢ EGPA.
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