
HH<l>OPMAUIDI 3A:

Ha11MeH0Banne na .3a6omrnatteio 

!lOJ1uapmepuum c yBpe:J1coa11e ua 6JU1 opo6; T.[bpz Il{payc (Churg-Strauss); £o3u11oljJW1e11 
2pa11y,10Mamo3e11 no11ua112uum 

Onpe,neneHHe Ha 3a6omrnaHeTo 

£03u1101jJ11.,711ama i!pa11y110,11amo3a c no11ua112uum (EGP A), U3Becmua Kama cu11opo,u ;ia Churg-
Strauss, e pRaKa ljJopMa 11a CBbp3a11 c a11mu-11eympoljJW111u 11umo1V1a3Me11u a11mumena (ANCA) 
'(Jac1,.y,wm (AAV). ANCA ce omKpuBam npu -40-60% om na11ue11mume c EGPA u 06wm0Be110 
�a IIGCO'le/lU cpeUfY ,1,ue.,10nepOKCU0G3GIIIG. OnpeoenR ce xucmo110211'1110 Kama 602am ua 
f;03UIIOqJWlU, 11eKpomu3upaufO i!pauy110,11amo3110 6b3nGJ1e11ue, 3GCfl2GU/0 OC/106110 
oecnupamop111m mpaKm, 3aeo110 c 11eKpomu3upau1 BGCK)'llllm 11a M{mkume oo cpeo11u no pm,11ep 
'apmepuu. Cu11opoM1,m 11a T./1,pz-Il{payc e ce xapaKmepu3upa c acm.111a, e03UIIOqJWlUJI C 
11po2pecua110 2pa11yn0Mamo3110 WIU BGCK)'J1Um110 yepe:J1caa11e ua opzimu. 
£muo11oi!UJ1ma 11a 3a60J1J1ea11emo 11e e l/3J1c11e11a, Kama nome1111uGJ111u ljJaKmopu ce pm2J1e:JTCOam 
'2e11emu'111a npeapa3no110:J1Ce11ocm u e11UJ111ue ila ljJaKmopume 11a 0Kon11ama cpeoa. 
Kw11u'111l/lne npo11eu 11a .3a6on11Ba11emo, BKJIIO'IBGUfU acm.111a, nepulj)ep11a eo3u1101jJu,1UJ1 u 
'flepulj)epua 11eepona111UJ1, c11eoeam npoJ11e1mue xoo no 01111101ue11ue 11a ceo,1ma aKmue,wcm Kamo 
nepuoau 11a pe,11ucUJ1 Will 3amuxea11e 11a cw.mmoJ1rume ce peoyaam c nepuoau 11a 06ocmp1111e. 
Cu11opoJ11bm 11a T./1,pz-Il{payc Mo:JTce oa ce npoRBu e 3 emana - J) npo0pOMGJ/1/G qJG3G, 
�apaKmepU3upau1a ce c GJ1epzu'111u cw.mmOJ1111 (acn1J11a, GJ1ep2u'1e11 puuum u cu11y3um); 2) 
eo3u11oljJUJ111a u111jJW1mpamue11a ljJaJa, xapaKmepu3upau1a ce c nepulj)ep11a • eo3u,1oljJW1UH 
(3ac112au1a 6enUR opo6, MUOKapaa u c11wMaumo-'lpea11UJ1 mpaKm) u 3) aac1,.ynum11a ljJa3a, 
'l(apaKmepu3upaUfa ce CbC 3ac,1w11e 11a nepuljJepuu 11epeu, 6b6pe11u u Ko:JTCa c zpa11yno,,iamo3110 
(Jb3n£b1el/Ue. 

lieTHPHilHWOeH KO,!J; Ha 3a60JI11BaHeTO no MK6-10 (aKO TaJ<bB e HaJIJiqeH) 

M30. l: ll01mapmepuum c 6e.,wopo6Ho 3ac112aHe {Churg-Strauss] 

Ko,n Ha 3a60JI11BaHe-ro no Oroha code 

P11obK cucmeueH eacK)'num Ha .1tGJ1Kume Cbaoee, xapaKmepu3upaUf ce·c acmMa, eo3uHoljJW1UJ1 
6 Kpb6111G u lllbKGl/Utlle II npORBII HG 6GCK)',7ll1ll. OP<JJA: I 83. Cuuo1111.,11(11): CimopO,ll HG 
Churg-Strauss. EGPA. 

Enn.neMno,,ornqn11 ,naHHH 3a 3a60JI11BaHe-ro B Peny6JIHKa E1,nrapm1 
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llpe3 2020 2. eKun om YMEAJI ,, Ca. Haa11 PWlcKu" ny6.n.uK_Y6a npoy'lemIe, noceemeHo Ha 
H030JIO,?U'1Hama cmpyKmypa 11a aaCKJ'llUmume, Ha6J1TooaaaHu e KJIUHUKama no peeAtamoJ10ZW1. 
Hanpaaen e npocneKmuaeH u pempocneKmuaeH aHaJIU3 npu 388 60mm c eaCKJ'llUmHu npoJ1au 
npeAtuh:aJlu a nepuooa 2009- 2018 z. Om o6zqo 174 eaCKJ'llUmu, ouaZHocmui;upaHu Kamo AAV 
ca ycn.aHoeeuu 14 nal/ueHIIzu c EGPA (JO :J/CeHu u 4 .�ib:J1Ce). CpeOHama 6b3pacm npu 
nocmaeJ1uemo na oua2Ho3a EGPA e 49.13±15. 40 2., Kamo tnJl e no aucoKa npu Mb:J/Ceme cnpllAto 
ma3u npu :>1Ceuume (63.5 2. cnpmw 44.3 2.). CpeOHomo epeAle om noJ1aama Ha t1bpeume 
CUMnmoMu oo nocmammemo Ha oua2Ho3a EGPA e 31.25 ,uecel/a, Koemo cnopeo aamopume e 
CBbp3allO C npeOBaCK}'JIUmHama ip030 (Ha actnMama, npeOXO:llCOGUJO /JaCK}'JIUtna}. 1.2 .•

Bb3M0;1CH0 e o<ta1<ea11W1m 6poii nai;ueHmu c EGPA 3a EM2apW1 oa eapupa om 186 (e 
nonyJ1a111mma >142.) 00 1301 (3a o6zqama nonynai;W!) Cb06p03HO ooKJ1aoeaHama no 
.mmepc.;mypHu OaHHU 60J1ecnmocm 3a cmpauu om Eepona. O<taKBaHama 3a60J1eeae\tocni e 
Me:Jtcoy. 4 u 28 Hoau nai;ue11mu 20ouumo.Te3u npo2110311u 60J1ecm11ocm u 3a60J1eeaeAtocm ca 
m<tuc11eHu Ha 6ma OaH11ume om Ha11uo11aJ1HW1 Cmamucmu<tecKu HHcmumym (HCH) 3a 
11ace.ne11uemo ua EM2apW1 KbM 31.12.2020 2. C 0211eo BoBe:JICOaHemo 11a Iwaume Kpumepuu om 
EULAR u ACR e KJIUHU'IHama npa1<mu1<a u nooo6penume oua2Hocmu<t1111 Memoou ce o'laKaa 
noaumtiaaile e 6poH 11a nai;ue11mume c ymo'IHeua oua21io3a.1 

l.HoHeBa I.(, JopaeKo«a JI. KomOG r, 11 eoa0m. Ho301102UqHa cmpyKmypa Ha 0acey11umume, Ha6moiJa0aHu 6
IVlUHUl<ama no pe6111amo11ozUR, Peeuamo11ozUH. 2020; 28(3):7"24 •

2.Cme</_J,:uoe I', Mumo«a E. EnuOe.,ruo11ozw, Ha eo3uuotjJwmama 2panyn0Mam03a c noJ1uauzuum. ·PeOKu 60;1ecmu
u 11e1<apc.nBa c11pa11u 2021;12(]): 17-22
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B cpynama 11a ac011uupa11wne c ANCA aaCK)'J/Umu cw1opoM'bm 11a EGP A e 11aii-pROKomo 
3a60J1J1aa11e c npu6J1mumen110 1 oo 2 110611 cny'l{JJl 11a wou11a u ua J1tUJ1uo11 :J/cume.nu 6 I'epJ1ta11UJ1 
(3a cpaa11e11ue: 8 oo JO oyutu wouumo cmpaoam om 2pa11yn0Mamo3a 11a Wegener/I ,,11muo11). 
O6uK11oae110 ce npoJ16J16a 11a 6'b3pacm J1teJ1Coy 7 u 7 4 20ou11u C'bC cpecJ11a 6'b3pacm npu 
11acm1,naa11e om 38 oo 54 wou11u u nuK 11a 3a6011J16a11emo uaii-'lecmo e Me:J1coy 40 u 50 wou11u. 
He ce 11a6ll100a6am Me:J1Coj,no1106u pa3JIU'll/Jl. 1 CKopouie11 npe211eo 3a oa1111u om11oc110 EGPA 6
neouampu'111ama nonynalfl/Jlma uoeumu</Julfupa cny'lau npu 0elJa 11a 'lemupu20ouui11a 6'b3pacm 
c 6onecmma. H3'1ucne11ama 'lecmoma cnopeo Greco et al. e npu611mume.n110 0, 11 oo 2, 66 110611 
CJIY'l{JJl 11a 1 MUJ1uo11 oyuiu wouuiuo, c 06u10 pmnpocmpa11e11ue om 10, 7 oo 14 11a I J1tUJ1uo11 
a1,3pac11111u. £e3 oa1111u 3a no-'lecmu CJ1y'lau 6 3aaucUJ110c111 om nona WIU e11111u'1ecKa 
npeopa3nono:;1ce11oc111. 2
• OmKpumu ca oa1111u 3a enuoe.Muo1102UJ1ma u 'lecmomama 11a 3a6onJ1ea11e1110 om 5 npoy'l6a11UJ1,
om11aCJ1U/U ce 3a 111epupopUJ1111a ua Eapona. 3a6oneaaeMocmma e om�eme11a ua 1 000 000
wouui110. ,l(ol(Jlaoaa11ama 'lecmoma 11a 3a6011eaa1?J110c111 6 lfJlllama nonynai/l/Jl 6apupa om
0,63246 oo 7,52675 11a J1tUJ1uo11 11a·wou11a, o6xeaU/aiiKu nepuoou om 1994 2. oo 2022 2.
,l(ol(Jlaoaa11ama 'lecmoma 11a EGPA e 11aii-6uc0Ka npu nalJue11111u 6 I'epAtalll/Jl u 11aii-1111cKa npu
nalJue11mu 0111 Hcna1111J1. ,l(a1111u om npoy'l6a11e 0111 O6eou11e11omo Kp{JJlcm60 npoy'laa11e (Hwee
2022) co'1a111 3a yae.nu'1e11ue 11a 3a6oneaa1?J110c111111a om 2006 oo 2019 2. (0111 2,28 11a 4 CJ1Y'l(1Jl
11a J1tUJ1uo11 wouuiuo), a opyw npoy'l6a11e 0111 Ill6elfl/Jl C'b06U/a6a 3a no-6ucoKa 'lecmoma npu
nalJUel//llU Ha 6'b3pacm 55-69 WOU/IU. 3 

A11{JJIU3 11a oocm1,n11u111e mmo'IHUlfU co'lu, 'le pmnpocmpa11e11uemo 11a 6011ecm111a aapupa om 1
oo 9 11a 100 000 6 E6pona. 3•6 

llpe3 2021 r. Cme</Ja1106 u En. Mumoaa lJU111upam oa,11111 om cpa611ume.n110 nony11a11uo11110
npoy'l6a11e 0111 Ce6ep11a I'epJ1ta11UJ1 u3c11e06{JJIO 6onecm11ocmma npu ANCA C6'bp3aiiu
6aCKJ111umu, 61(J110•mmeJ1110 EGPA, 6 06oco6e11 pezuo11 c zpaOcKo II c@cKo 11ace;ie11ue (99%
Ka6KG3Ka nonyJ1alfUJ1). ,l(i11111ume, no11y'le11u npe3 2006 c., ca cpa611e11u c me3u om npeouu1110
npoy'l6a11e 11a C'bll/Ume a61110pu npe3 1994 z. Cpeo11ama 6'b3pacm 11a nalJueumume c EGPA e 55
wou11u (32-89), a J11eoua11ama 11a npo0'bJ/:J1cu111e.n11ocm 11a 3a6onJ1aa11emo K'bM M0Me11ma 11a
U3CJ1eoaa11emo e 42 AtecelJa (6-198). EKun1,m om I'epMa11uJ1 0ol(Jlaoea, 'le 60J1ec11111ocmma om
EGPA 11a 1 J1tUJ1uo11 11acene11ue 3a 11103u pewo11 c1,c cma6UJ111a nonynalfl/Jl u npu u3non3aa11e 11a
uoe11mu'le11 ou3aii11 11a 06eme U3CJ1eoaa11UJ1 e y6e.nu'1e11a om 7 (95% CJ: 0�J 4) npe3 19942. 11a 24
(95% CJ: 14-35) npe3 2006 z. J.Iumupa11u ca C'bU/0 oa1111u om pempocneKmu6110 nony11alJuo11110
npoy'l6a11e 06x6au1au10 nepuooa 0111 2008 oo 2013 z om llonwa. To6a u3CJ1eo6a11e e 'lacm om
E6poneiicKo npoy'laa11e 11a 3a6011e6aeJ1tocmma 6 6on11ulJume (European Hospital Morbidity
Database), Koemo 0lfeHJ16a Mooe.nu 11a 601111u'111a oeiiuocm a e6poneiicKume 01,p:;1Ca6u. B
npoy'l6a11emo ce 0lfewtaam 6CU'IKU xocnumanmupa11u 3a n1,pau n1,m nalJue11mu c ouawo3a
EGPA no MKE 10 om 6Cll'IKU 6on11ui1u 6 llonwa, c ll31(JIIO'le1111e 11a ncuxuampu'111ume u
6oe1111ume. I'pynama 06x6au1a oa1111ume 11a 344 nalJue11mu, Kamo C'bom11ou1e11uemo '"1,J1Ce I
:J1Ce11u npu naz1ue111nume c n1,p6a xocnum{JJIU3al/UJI 3a EGPA e 0, 67. Oc110611ume K011cmamaijuu
ca, 'le wouwuama 3a6011e6aeJ1toc111 om EGPA 6 llonuw e 1.5 11a J11UJ1uo11 (95% CJ: 1.2-1.8) 3a
2016 2., a M0Me1111111ama 6011ec11111oc111 e 8.811a 111UJ1uo11 11ace.ne11ue 6 Kp{JJl 11a 2013 2. 7 

B T ,q. Hayqm1 rry6m1Kal\llll OT rroc'Jie,ll_Hl!Te rreT rQ,1\IIHII II IIp!!JIOJKeHa 
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Or.eHKa Ha C'b0TBeTCTBHeT0 Ha 3a6omrnaHeTO C .z:1ecj,HHHUHJ1Ta 3a Pll.z:IK0 
3a6omrnatte 

42. (Holla -J{B, 6p. 1 om 2014 2., I! cw,a om 03.01.2014 2.) "PROKo 3a60RR«a11e" e
3a6oRRBaHe, Koemo e c pmnpocmpaHeuue ue no«e'le om 5 iia 10 000.oyuw om 11acene11uemo
HG E«poneiiCKUJI Cbl03. 

Cnopeo omKpumume 113mo'111umu, pmnpocmpaueHuemo 11a EGPA 3a E«pona «apupa om 0,1 
oo 0, 9 ila· 10 000 oyutu. 

KJmTePHH 3a .[IHarH0CTHU!IDaHe Ha 3a6omrnaHeTO 

Ilo npeORO:J1ce11ue 11a om A,uepuKaHCKWlm KORe:JIC no pem11amoR02UJ1 (ACR) npe3 
1990 2. ca ymBbpOeHu CRe011ume mecm KpumepWI 3a aua211ocmu1jupa11e 11a 
CUHiJpoAta Ha Churg-Strauss/ EGP A 1: 
Acmua$xpuno1Je, eKcnupamopHu xpuno«e) 
Eo3UHO WIUJI HaO 10% 6 nepupep11ama KpbB
IlapaHG3GJieH cu11y3um· 
Senoopo6Hu uHpURmpamu (Ato:JJCe oa ca npexoa11u) 
XucmoR02U'IIIO OOKa3amencm/JO 3G BGCK}'RUm C eKcmpal!acKyHapHU e03UHOqJWIII 
1\1ymnu11J1eKce11 ,1w110HeBpum URu nom111e«ponamUJ1. 
HGJiut/uemo 11a 'lemupu URU noBet/e KpumepWI Oal!a 'ly«cmrmmenHocm om 85% u 
cne1j11pu'111ocm om 99,7%. • 

Ho« Ha6op om Kpumepuu 3a l(JlacupwwljUJI 3a EGPA, 6a3upa11 Ha oa111m 3a 
aua211ocmuKa U l(Jlacupu1<alfUJ1 om U3CReiJ1Ja11e na BaCK}',mm (DCVAS) npu 226 
na1jue11mu c EGP A, e ny6HUK}'«a11 om A,uepuKaHCKWI KORe:>1c no pe«1.wmoR02UJ1 
(ACR) u E«poneiicKUJI GJ1ua11c 11a aCOlfUGlfUUnie no pe«,uamoH02WI (EULAR). 
Ho«Wlm na6op om Kpumepuu e npeo11aJHat/e11 3a U31IOR3Ba11e, Ko2amo e 
nocma«eHa OUG2/I03G 6GCK}'Rlltl1 1/G ,\faJIKU URU 3:eo,111 Cb006e U UMG 
'IJBCmBumenuocm om 85% u cne11up11'111ocm om 99%. 6u1 Pe3Jl-�mam om 6 URU 
n0-61/COK (noHO:J/CUmenHU IIIO'IKU ,\IUIIYC ompu1jamen11u mot/KU) � Heo6xo0U.M 3a 
l(Jlacupu1jupa11e ua EGP A. Kpumepuume u 011e11Kume ca KGK/no CJWOl!a 2: 
MaKCU\WRe/1 6poii e031111olj;URu ?:.l xlO 9/L: + 5 

06cmpJKmU1J11a 6oRecm Ha ouxamenHume n1,m1111/a: + 3 
HocHu noRunu: + 3 
l.(u111011J1a3MeHa ANCA URU aHmu-npomeunma 3 ANCA no:,umu«nocm: -3 
EKcmpa1JacKjRap110 eo3uHolj;UR110 npeo6Ra0a«all/o 6b3naJ1eHue: + 2 
MyRmwmeKceu ,uo110He«pum/1.1omop11a 11e«ponamUJ1, KORmo He ce Obll:J/Cll 11a 
paOUKJmonamUJ1: + 1
XeMamypWl:-1 

B T.'l. ttay'!HH ny6JIHKauHil OT II0CJie,LIHHTe rreT ro.[IHHH H 
npHJI0::Ketta 6H6mmrpacpcKa cnpaBKa 

l. Masi AT, Hund er GG, Lie JT et al. 11ie American College of Rheumalology 1990 criteria for the classification
,1fClmrg-Strauss syndrome (allergic granulomatosis and angiitis). Arthritis Rheum. 1990 Aug;33(8):1094-100.
doi: 10.1002/art.1780330806. PMID: 2202307.

2. Grayson PC, Ponte C, Suppiah ·R. Robson JC, Craven A et al. DCVAS Study Group. 2022 American College oJ
Rheumatology/Europeari Alliance of Associations for Rheumatology Classification Criteria for Eosinophilic
Granulomatosis with Polyangiitis. Ann Rheum Dis. 2022 Mar;Bl (3):309-314.
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Jluncea 061.qonpuem eou11uwm oua211ocmu'le11 mecm 3a EGP A u 1111KoJ1Ko rjJaKmopa ce 
e3e;110m npeo«uo npu nocma1IJ111emo 11d ouaz1103ama. ,l(uazno3ama EGP A mpJ16ea oa ce zwa 
npeoauo npu na1fueumu c acm.Ma, xpo11u'1e11 pu11ocu11y3um· u eo3u,1orf>W1UJ1, npu Koumo ce 
11a6J11oi>aea yepeoa 11a opzauu, BKJl/01/Baiqa nepurf>epua 11eeponamUJ1, 6eJ100po611u 
u11rf>w11npamu, 1<apouo1,1uonamUJ1 Will opyzu yCJ10:J1C11e11UJ1 (11anpuuep 3acJ1zo11e 11a KO:J/Cama, 
cmoMa1U110-'1petJ11UJ1 mpaKm w1u 6o6pe1fume). 1•2
Ilpe3 2022 zoou11a EULAR (E«poneiicKU anuaHc ua acOlfUOI/Uume no pe6A1amoJ1ozuJ1) 
ny6.wK_v«a 06110«11ea11e HO npenopoKume 3a ynpa1meHue 11a ANCA-aco11uupo11u tJOCK}'llUmu 
(AAV), l("b;lf Koumo cnooo u EGPA. Cpeo npenopoKume 3a oo6pa KJ1u11u'1110 npaKmuKo npu 
nocmarn11emo 11a ourf>epe1111uan110 ouaz1103a npu tJGCK)l.qumu cnooom:3 

- Euoncupo11e npu B"b3JHo:J1c11ocm u 06po311a ouazHocmuKo 3a noonoMazaHe Ha
ycma11oe11ea11emo 11a HOtJa ouaz1103a u 3a no-11omam1,uma 011e11Ko Ha nlllfue11mu, 3a Koumo
ce 110003upa, 'le y,uom pe11uoutJupou, eacK)'J1um. B oonMHe11ue KMI noiJKpenamo Ha
KJ1U'IU'111oma ouaz1103o, 6uoncuume (oco6e110 om 6o6pcKa) Mozam oo 61,oom nOJ1eJ11u 3a
pa3.�paHU'IOBa11c 11a a1anmmomo 3060J1J11Jo11c om yapc:J1Coo11cmo Komo npu'luHa 3a
KJ1u.,u'lc11 cnao. PeJynmamom om K.iu11u1<0-nomoJ1ozu'l11UJ1 6o6pe'ltm pucK ooea
npoc11ocmu'l11a u11rf>op1,ta1/UJ1 3a 1<pae11 cmoouii Ha 606pe'l110 Ja60.q11«0Hc (ESKD). Ilpu
na11uC11mu c 6e.wopoo11u 11e3uu, Koumo ue Mozam oa 6-,,i)am J1c110 npunuca11u 11a aKmuecH
AA I� mopoKocKoncKu Will om«opcHu 6eJ1oopo61111 6uoncuu Mozam oa 61,oam 061,111CJ1cHu.
06pa3Hama ouaznocmuKa ce npenopo'lea Kamo· 11cpaJOeJ1Ha 'lacm om ouazHocmll'111ama
011e.,Ka 3a om1<puaa11c 11a 3ac11za11e 11a opzo11u u 3a lloc11mll,Plll/llpo11c 11a nomC111/llOJ111u
Mccmo 30 6uoncWI. Ko.un10m1>p110 moMozparjJWI (CT) 110 zpoo11UJ1 KOUJ c no­
'lyacm«umeJ1e11 om K0111Je111fuo11an11ume pcmn2c11ozparf>uu u no1,102a oa ce pmzpouu'lom
npoJ11Jllme 110 AA V om UTl(jJCKI/UJI u opyzu eonomcmtJaiqu 3a60J1J11Ja11UJ1. E1100CKommma
oonvu11ac11 3a ynpormc11ucmo 110 onpcoeJ1c11u op2011ocnc11llq>U'l11u npo11eu, Kamo
cyfu!llomu'111a WIii 6po11xllan11a cmc11030, WIU «acKy11um 11a cmo1,u1w110-'lpc611UJ1 mpaKm.
Epouxoa,weonop11W1m noea:Jte oonpu11ocJ1 30 OlfCI/Kamo Ha 6eJ1oopo611umc u11q>W1mpol/llll,
oco6euo OJI/JCOJ10pe11· KJTb80U3Jll/8 Will C03llHOtjJ_Wlc/l "OJl6COJlll111, ll MUKpo6uo,W2U'lell
aua�U3 11a 00J111ume ouxomeJ111ll nomuu,o mpoKm. 3 
Ilpu no11ue11mu C npU31/0lfll WWIU CUMnmOMU, nopa:JlciJau,u C"bMIICIIUC 30 OUOZH030 AA V,
ce npenopo'leo mecmeo11c KOKmo 30 PR3-ANCA, maKa u 3a MPO-ANCA, Kama ce
u3noJ13ea euco1<0Ka'lecmee11 a11mu2c11-cnc11utjiu'le11 0110J1U3 Kama oc11oec11 Memoo 3a
u3c;,;eoea11c. C pmnpocmpa11e11ue om 30% npu nocmoe1111c 11a ouaz1103omo, ANCA e no­
pRo;-w npu no11ue11mu c EGPA, npu Kaumo MPO-ANCA c npeo611aoaeau,UJ1m cepomun.
EGPA c PR3-ANCA cnooeJ111 KJIZIHll'IIIU xapaKmcpucmuKU c GPA. Ilpoy'leo11e 3a
aco111111pa11e e 1/e!IWI 2e1101,1 eoo6u,aea, 'IC ANCA-no3llmlltJHWlm u ANCA­
omr,1111omeJ111UJ1m EGPA ca ze11cm11'1110 pmJ111'111u cu11op0At11. BonpeKu mo.ea
,11co.Hcy11apoouume cma11oeuu,a ca co11Hooyw11ll, 'IC 110J1ll'IZ1emo 11a MPO-ANCA 11c e
11umo 'lyecmeumeJ1uo, 11111110 oocmam1>'1110 cne11utjill'ITIO, 30 oa ce onpcoeJ111 • oanu oooe11
na1file11m mp116ea oa 61,oe nooK.qaclltjJ111111pa11 Kamo llMOll/ .. eaCK)IJ1Z1m11a" Will
.. co:r1111otjJW111a" EGP A.3•4 

ZIOZIIOCmll'IT/ama 01/CTIKO 11a na11uc111n11 C"bC Cb.llTICTlllC 30 EGP A BUIIOZll mpJ161Ja oa 6ooc 
!J'fll11llOUCl/lll/JIUIIOp11a, mp116ea oa 61,oam U3KJITO'IC11ll i)pyzu C03l/HOtjJWlllll ll 60CK)!Jlllm11U 
Op)'IUCTIUJI II 00 l/3CJIC060111 OCT/0/Jlll/111C YCJ/0:J/CTICTIUJI 110 3060JIJl6011CIIIO, Oco6e110 30CJIZOIIC 110 
p11emo, i)uxame.n11ama cucme;ua, KO:>ICama, 6o6pequme u 11ep«11ama cucme.11a, 3oeo110 c 
NCA U •!03UIIOqJWIUJl.1 
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B T.'lf. Ha)"iHH rry6;rnKarnm OT IIOCJie,!UlHTe IIeT £0,IUIHH II 
IlPHJIOJKeHa 

I.Ber/it P, Kramer M. 781 Cerebral involvement in systemic vasculitides: Extracts from the guideline of the
German neurological society. Neural. 2019;1:13.

2.Emmi G, Bettiol A, Gelain E, et al. l 454 Evidence-Based Guideline for the diagnosis and management oj
eosinophilic granulomatosis with polyangiitis. NATURE REVIEWS RHEUMATOLOGY. 2023;19(6):378-93.

3.Hellmicl, B, Sanchez-Alamo B, Schinner JH, et al. 1408 EULAR recommendations for the management oj
ANCA-assaciated vasculitis: 2022 update. ANNALS OF 11IE RHEUMATIC DISEASES. 2023; 16: 16.

• 4.Moiseev S, Bossuyt X, Arimura Y. et al. 890 International consensus on antineutrophil cytoplasm antibodies 
testing in eosinophilic granulomatosis with polyangiitis. AMERICAN JOURNAL OF RESPIRATORY AND 
CRITICAL CARE MEDICINE. 2020;202(10):1360-72. 

AnropHTMH 3a.JieqeHIIe Ha 3a6omrnaHeTo 
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OCH0«11ama 1/eJl Ha Jle'leHuemo 11a na1Jue11mu c EGPA e i>a ce nocmu211e ycmoii'lu«a pe.MUCIIJI, 
KOJlmo ce xapaKmep11311pa c. J1uncama 11a KJ1111111'111u cu.�mmo;1111, c«op3a11u c aKm11«110 
3a60J1asa11e. Peuucuama Ha EGPA ce onpei>eM Kamo JIUnca 11a KJIUHll'IHU np11311a1Ji; WIii 
cu.unma,uu, i>oJ1:J1CaUf11 ce Ha aKmu«Ho 3a601mea11e, BKmO'IUmeJ1110 acmMa u YHI' npoReu, 
rnUllai,:Ku ce npei>eui> i>11ee11ama 003a 2flJOK0KopmuKouou (GCs) c 2pa11u'111a cmoii11ocm om 
7,5 mg npei>IIU3011 WIU eK6116CIJleHm.1
3a no,;m112a11e Ha pe.MucUH npu 110Goi>ua211ocmu1J11pa11 u.111 pe1Jui>11B11paUf EGP A c 
opia1101acmpaucaGaUf11 WIii :JJCUBomo3acmpalllaGaUfu npoaeu, EULAR npenopo'16a J1e'leuue c 
Ko,u6u11a1JUH om eucor,,"U iJ03u GCs u 1111KJ1otjJoctjJw.1ui> (CYC). KoM6UltalJllH om GucoKu i)03u 
GCs u pumYKCW.ta6 (RTX) J\W:JJCe oa ce pa32fle:JJCi>a Kamo anmep11am11Ga. Ilpu na1JUe11mume, 
Koumo 11e ca e :JJC11eomo3acmpallla6aUfo cocmoRHue ce npenopo'16a cmpame2UH a 
11w.taJ1JIGa11e 11a 011ee11ama iJ03a GCs.2 
3a nocmu2a11e 11a pe.MuCUH npu nai111e11mu c pe1Juo11eilpaUf WIii peqipaKmepeu EGP A 6e3 
aKm1161ro op2a1103acmpallla6aUfo WIii :J1Cueomo3acmpamaedujo 3a60,wea11e ce npenopo'lea 
ynompe6ama 11a ,,1enoJ1U3J1Ma6. He'leuuemo c MenoJ1u3yMa6 ce c6'bp3ea c oonMHUmeJIHU 
KJIUHU'IHU noJ13U Kamo 11aJ1taJ1Hed11e ua GCs c· > 5 0%, npu uai> noJ1oewiama om na1Jue11mume 
11a rpo11a ua 6J1a20npUHme11 npo<pUJI ua 6e30nac11ocm. Cno,lte11aea ce 11aJ1ul/uemo ua oa1111u 3a 
etjJuKac11ocm npu npoy'leauUH c opy2u IL-5 UJIU .. IL-5 pe1Jenmop11u u11xu6umopu Kamo 
pec1113y,ua6 u 6e11paJ1113y;ua6). Ilpu na1Jueum11, npu Ko11mo .,1enoJ1113yJ11a6 ue e erpeKm11Ge11 UJIU 
ue ce no11aCJ1, a3amuonp1111 (AZA), MemompeKcam (MTX), MorpemUJI MIIKO<pe110,iam (MMF) 
UJIU RT·X Mozam i>a ce o6Mucwm 1111oueuoyaJ1110. 2•3
3a nocli>op:;1ca11e ua nocmu211ama peAtuCUH np11 na1Jue11mu c pelJui>ueupazq EGP A c 
11e3ac,r,paUJaeau1u op2a1111 npo11eu no epeMe 11a pelJu0ue, ce npenopo'16a J1e'leuue c 
MenoJ1i:3y,ua6. 3a noi>i>op:J1Ca11e ua pe!11UCUJ1 npu EGPA c op2a1103acmpa!llaea11e UJIU 
:J1Cueomo3acmpa!llaeau10 eocmoJ111ue, ce npenopo'l«a i>a ce 06MuCJ1u J1e'le11ue c MTX AZA, 
Menomay.111a6 UJIU RTX 2•3
Ilpu na1Jue11mu n0JIYf/aeau1u RTX CYC u!Wlu eucoKU iJ03u GC, ce npenopo'IGa 113noJ13ea11emo 
11a mpu.�1emonpw.1-cyll<pw.1em0Kca30J1 (TIS) Kama npotjJUJlaKmuKa cpeu1y n11eeM0IIUH, 
npu'lu11e11a om Pneumocystisjirovecii (P JP) u i>py2u uu<peKlJUU. 2•4 
IlpenopoKume 11a A CR ce npunoKpueam c me3u 11a EULAR c .MaJIKU oom,.,111e11UH. CnoJ.1e11aea 
ce 6'b3.\to:JICH0 npu.w:J1Ce11ue ua O,llCUlU3J!Ma6, 110 a peoKu CJ1yl/au u npu onpei>eJ1e11u 
yCJ1oe11ocmu. Ilpu' na1Jue11mu c EGPA u GucoKu cepy,u11u 11uea 11a IgE, Koumo ca uuaJ1u 
pequi>u« c 11eme:JJCKU npo11eu ua 3a60J1Hea11emo (acmMa u!W1u cuH011maJ111a 60J1ecm), i>oKamo 
ca noRy'laBaJIU AZA, MTX u.111 MMF, ce npenopo'IBa 006aei11emo Ha MenoJ1U3J1.11ta6 npei> 
006a6Jl11emo 11a 0ManU3J1.11ta6. 4 
He'lem,emo mpJ16ea i>a 6oi>e aoanmupa110 B'b3 oc,wea 11a KJ1u11ul/11_u npoRGU c npo211ocmu'1110 
3Hal/e11iw AMepuKa11CKUH K0Jle:JJC no pee.,wmonoi!UH (ACR) npenopo'IGa npUJ1ai!a11emo ua 5-
tjJaKmo;:mama Ol/eHKa (Five-Factor-Score) npu B3u.Ma11e 11a KJIUHU'IHU peme11UH, GKJIJO'l«au1a 
606pe'111a 11eoocmamol/11ocm, npomeu11ypUH, Kapouo,uuonamUH, 3acJ12a11e 11a cmo,uaw110-
'lpee11u.1 mpaKm u 11e11mpan11ama 11eps11a cucmeua. 4 
PeiJlli>l<B'bm ua EGPA ce onpei>e!IJI Kama noamopua no11ea 11a KJIUIIUl/1/U npU311alJU WIU 
cw.mm,mu, 0'bJ1:JJCUUfU ce ua aKmu«Ho 3a60J1Hea11e cJ1ei> nepuoi> ua pe111ucUH. 
Heo6xo,iJUllocmma om yeeJ1u'la«a11e 11a iJ03ama 11a 2J1IOKOKopmuKouoa Will 3anol/aa11e UJIU 

I yeeJ111'1c/ea11e ua w.1yuocynpecopa C'bUf0 mpR6ea i>a ce C'luma 3a pe!Jui>ue. Pe11ui>u6'bm UJIU 
uoeama, noRea 11a cucme1,1e11 «aCK)'JIUm (cucmeue11 pe11ui>ue) mpR6ea i>a ce pa32pa11u'la«a om 
U3onup,'111omo 06ocmp1111e 11a acm.1,a u YHI' npoR«u (pecnupamopeu pelJuoue). 
Pe11uoli6ume CJ1ei>«a i>a ce J1eeyeam e 'JaGucw.wcm om auoa (cucme.M11u cpeu1y 
pecnup11mop11u) u me:JJCecmma. 1 



B T.q. Hay'IHH rry6mIKal.(HH OT rrocne,nHiITe neT ro,nHHH n 
IlPHJIO)KeHa 

I.Emmi G, Belliol A, Gelain E, et al. Evidence-Based Guideline for the diagnosis and management oj
eosinophilic granulomatosiswith polyangiitis. NATURE REVIEWS RHEUMATOLOGY. 2023;19(6):378-93.

2. Hellmich B, Sanchez-Alamo B, Schirmer JH, et al. EULAR recommendations for the management of ANCA­
associated vasculitis: 2022 update Annals of the Rheumatic Diseases 2024;83:30°47.

3.Moiseev S, Bossuyt X. Arimura Y, el al. International consensus 011 antineutrophil cytoplasm antibodies testing
in eosinophilic granulomatosis with polyangiitis. AMERICAN JOURNAL OF RESPIRATVRY AND CRITICAL
CARE MEDICINE. 2020;202(10):1360-72.

4.Clmng SA, Langford CA, Maz M, et al. 2021 American College of Rheumatology/Vasculitis Foundation
Guideline for the Management of Antineutrophil Cytoplasmic Antibody-Associated Vasculitis. ARTHRITIS &
RHEUMATOLOGY. 2021;73(8):1366-83.
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Anrop!fTMH 3a npocne.i.irnaHe Ha 3a6omrnaHeTo 

Cpeo 0£110«11ume n�UlllfUMU Ha EULAR 2022 e 3aJ10:11ceHa npenOJJbKG nalJUeHmume c AAV
nepuooul/110 oa 60 am U3c,1ei>«a11u 3a c«ap3a11u c ,w11e11uemo 11e6J1awnp1mm11u e<j,eKmu u 
Conomcmilau1u 3a60J1aBa11Ufl. flpenopa'IBa ce npo<j,wiaKmUKa u CoBemu 3a 11a11u11a 11a :J/Cueom, 
3a oa ce 11mtaJ1Rm CB'bp3a1111me cJ1e'le1111emo yCJ10:J1C11e11Ufl II i>py211 Conamcm«azqu 3a60J1a«a11Ufl. 
flopao11 ycma11o«e11a Bpa3Ka Me:J/COY ynompe6ama 11a lfUK!loiJ,oc<j,aMuo (CYiCJ u no«uuw«a11e 
11a puc1<a om paK HG nllKO'llfUJI Mexyp, 3a BCU'IKU na1Jue11mu, ,WK)IBGI/U C CYi ce npenopo'IBa 

. nepuoo1;11eH a11GJ1U3 11a ypu11ama Kamo tJacm om m»x11omo npoCJ1eoRBa11e. llpu 11a.qu'lue 11a 
xe.,uamypll51, Koamo 11e ce OM:J/cu 11a 2JIOA1epyJ1011e<j,pum, mpa6ea oa ce nomapcu M11e11uemo 11a 
ypO!IOZ. flooo6110 11a opyzu xpOllll'll/11 6o311G.qUmen11u 3a60!lfl6a11Ufl, nOBIIUJel/Ufllll 
Copoe'II/OC'!,006 pucK npu IIGlflleHmu CAA V lie ce o6RCI/R6a CGMO C mpaOUlfllOllllllme p11CK06U 
ij,aKmop·u u puCKam om Coo;oe1111oc'bao«u u111Juoe11mu ce c«ap3Ba c me:J1Cecmma u
GKmuB11cicmma 11a «ac1,.yJ1wna. t:Be11 mo«a, « pe3yJ1mam 11a y«pe:J1coa11e, OM:J/Call/O ce 11a AA V 
11 11ezo«omo J1e11e11ue, qecmomama 11a Copoe11110-Cooo«ume puCKOBU rjJaKmop11 Kamo 011a6em u 
xunepmo11Ufl' ce y«enu'la«a. CJ1eoo«ame1110 KaKmo aoeK«am11Uflm Ko11mpoll 11a Cooo«omo 
B'b3/l{Lqel/11e, maKa U CKpU11UI/Z1,m U -�e'1e11uemo 11a mpaOUIJU0/11/llme CopOe'll/0-C'bOOBII pUCK06U 
rjJaKmopu ca om oc110«11a Ba:J1C11ocm. C,pu11w1zam u ynpaime11uemo 11a opyzu cBop3a1111 c 
J1e11e11uemo u cBop3a1111 Coe 3a6o!lfl«a11e Conamcm«all/11 3a6o!lfl«a11UR, Kama· ocmeonopo3a WIU 
xpo11u1111'0 6a6pe11110 3a60J1aea11e, Coll/O mpa6ea oa ce npoBe:J/COam. Banpe1<11 11e 11GJ1u111111me 
oo'Ka3amencmBa ca 11eoocmama'l1111, 3a oa .c;e. npenopo'la AA V-cne11u,P111111a Olfe111<a 11a 
Con'bmcmBall/U 3a60JIR6al/Ufl, 1/flKOJIKO npenopoKU om pa3ll11'11/II U31110'1lllllfll npeoocmaBRm 
06u1u IWCOKU, cpeo KOumo npoC!leORBG/le Ha EGFR II U3MepBGHe 11a KOCm11a 1Vlom11ocm npu 
nG!fue11mu 11a KopmuKocmepouo110 J1e'le11ue. 1 
flpu na1Jue11mu c AA v; noJ1y11a6all/U RTX, EULAR npen�a'IBa u3Mep«a11e 11a KOl/1fe11mpa1Juume
11a cepy,,_111F uuy1102J106yJ1u11 npeou «ceKu Kypc 11a R 3a omKpueaue 11a emopit11e11.w.iy11e11 
oeqJU!fUm. . . 

AA1epu1<a11cKu KO!le:J/C no pee,uamo!IOZUfl (ACR) npenopo116a npW1aza11emo 11a 5-rjJaKmopuama
Olfel/Ka (Five-Factor-Score) npu e3uua11e 11a KJ1u11u1111u peme11WL Te3u 5 rjJaKmopa (JKJI/O'IBam 
-U3CJ1eo«G<11Ufl Ja npomeu11ypll51 > 1 gm/oe11, 3a 606pett11a 11eoocmama'l11ocm Coe. cepy,11e11 
Kpeamuh:1111 > 1,58 mg/di, 3ac11za11e 11a cm0Mam110-?see11Ufl mpaKm, KapouoMuonamUfl u 
3acJ1Za11E; 11a 11e11mpGf!11ama 11epe11a cucmeAia. F 'S e npeou BCU'IKO npoz11ocmutJe11
U11cmpy,ue11m, npu Kaumo no-BucoKume pe3y!lmamu ca ceap3a11u c no-Roma npoZ1103a 3a
pa36Umuemo 11a 3a60J1RBa11e!no. 2 

B T.q. HayqHH ny6nlfK!IUlfH OT nocne.n;HHTe IleT rQ,!UIHII II npHJIOJKeHa 
60.6rmorpadicKa cnpaBKa 

l .Hellmic/1 3, Sanchez-Alamo B, Schirmer JH, et al EULAR recommendations for the management of ANCA-

associated ,·ascu/itis: 2022 update Annals of the Rheumatic Diseases 2024;83:30-47.

2. Chung SA, Langford CA, Maz M. et al. 1660 2021 American College of Rheumatology/Vascu/itis Foundation
Guideline for the Management of Antineutrophil Cyloplasmic Antibody-Associated Vasculi�is. ARTHR111S &
RHEUMATOLOGY. 2021;73(8):1366-83.

AnropHTMH 3a pexa6HJIHT!IUHll Ha 3a6omrnamrro 

He ca np',/J/O:J/cw.m 

B T.q. Hay'IHII ny6JIHKaUHH OT nocnenmrre IIeT rQ)J;l!HH II npHlloJKeHa 
6n6J1HorpadicKa cnpaBKa 

He ca npu.l1.'.o:)l{:u.M11 

Heo6xo,!t'�MH neiiHOCTH 3a npoqiHJ1aKTHKa Ha 3a6omrnaHeTo (aKO TaKHBa ca 
IIPllllOlKHMH) 

&ua oa1111u Ja ycnew11u npaKmuKu 3a npo<J,umKmuKa npu eaceyRumu. 
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Ilpe,!IJJ 0)Keffllll 3a opniHH3al.{HJI Ha Me,!IHI.{HHCK0TO o6cJiylKBaHe Ha rrautteHTHTe H 3a
qmHaHCHpaHe Ha CJ,0TBeTHHTe .neiiHOCTH, c1,06pa3eHH C .neiiCTBall(aTa B CTpaHaTa
HO M8.THBHa y e116a 

PaHHOTt) )lH3fHOCTHU,HpaHe H 3ano�rnaHe Ha no.nxownu.o neqeHHe 33 EGPA e OT H3KJUO'IHTeJIHO 3HaqeHHC 33 
K0HTJ)OJ[lfpaHe Ha 3a6omrnaHeTO, 3a6as.srne Ha rrporpec·IDJ.Ta H 38Ila3B8He KaqecTB0T0 Ha >KHB0T Ha Il3ltHCHTHTC. C 
0fJICJ.J. rJo.no6p»eaHe Ha II03H8HHCT0 38 3860IDIB8HCTO cpe.u 'Me,lJ.HUHHCKHTe CilCUHaJIHCTH, e OT C'bll{CCTBCH0 
3HaqeHv..e ct,opMHpaHCTO Ha UCHTJ)0BC H 0CHI)'pHBaHeT0 Ha cf>HH3HCHpaHe 3a ,nH3rHOCTHqHo-neqefiHHTC )lCilHOCTH 
B paMKHTC Ha 3,Zlp3BHOTO ocmyp»eaHe B E'hnrapllil. 

Cne.nsa BCH11KH MC,IUIKO-Jl,ll3rHOCTHqHH .ll,CiiHOCTH CBbp38HH CbC 3a6orurnaHCTO .ua 6b.U3T HHTerpttpaHH B 
H3BbH6C•JIHIJllH8T8 H 60JIHil'IH8T8 MC.rtHJ.UiHCKa IlOMOlll., pecneKTHBHO ,Ila 60.ue pa.3pa6oTeHa H ctnrnaecnpaHa 
aM6ynaropHa npOU.CJJYP8 38 ,nnarHOCTlfllHpaHe, neqeHHC If npocJieJ]JIBaHe Ha C'bCT0HHHeT0 Ha naI..UieHTHTe C 
EGPA., 

OCH0BH H: .neHH0CTH 3a Il0CT3BHHe 11a JlH(IJepeHUHaJIHa JlH8fH03a ca: 

,\HTHHeylpocj,HJIOUHTOllil33MeHH aHTHTena,(ANCA) 
IJKK C 11ucj,epeH[1HaJIHO 6poeHe Ha e03HHOcj,HJIH B a6comoTHa CTOHHOCT 
l'eHTreHOBa CHHMKa HJIH KOMIIIOTbpHa TOMOrpacj,HJI Ha tinn 11po6 
Yp1rna - OXH H ce111™eHT 
CepyMeH KpeaTHHIIH 
EJ1eKTJ)OI1eBpoMuorpacj,m1 npn ,ano11O,pnHo aHra11mpaHe Ha nepucj,epHa HepBHa cucTeMa 

J:(06rurn11e Ha ,a6omrnaHeTO c MKE KO/I M30, I KLM ,a6onneaHHJ1TI1, noMeJKaIUH Ha 11ucnaHcep03anun B 
El,nrapn,, B o6xBara Ha HAPEAEA N• 8 OT 3.11.2016 r. ,a npocj,HJiaKTll'!HHTe nperne11u u 11ucnaHcepHlanmm1 
m.e .nonpHHece 38 onpe.nemrne H Ha naKeTbT OT .neHH0CTH, K0HT0 ca rapaHTHpaHH 38 npoCJie)lHBaHe C'bCT0HHHeT0 
Ha nam, eHTUTe II 3a CT])YK1YJlHpaHa IIHcj,OpMa!UIJI 3a paanpOClpaHeHHeTO Ha 3a60JIHBaHeTO B ClpaHaTII. 

OrrHca;•me Ha 0IIHTa C K0HKpeTHH rrauHeHTH CJ,C Cl,0TBeTH0T0 Pll/lK0 3a60JIJ1BaHe ( aKo
HMa THKJ,B) 

He ca 0TKJUITH ny6JIHK8UHH OT Il0CJJe)lHHTe neT r0)lHHH, 0ilHCBRlllH 0ITHT C K0HKpCTHH naUHeHTH B E'bJirapIUI. 

11 

B T.'!. Hay'IHH rry6JIHKaUHH OT IIOCJie,!U!HTe rreT ro)lHHH H rrpHJIOlKeHa 
6H6JIHornarl1cKa crrpaBKa 

He ca npw10:J1ClLMU 




