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Inicialni vysetreni

« 406lety muz, tezka systolicka dysfunkce leve komory s EF 27%, NYHA [I-1lI

« Diabetes mellitus 1.typu, arterialni hypertenze, dyslipidémie, psoriasis
vulgaris na terapii anti-IL-17, hypothyredza, chronicka renalni insuficience,
asthma bronchiale, nikotinismus

« TK121/91mmHg, TF 75/min, BMI 24,5 kg/m?

 Bez znamek mestnani, lehce prodlouzené expirium, systolicky Selest nad
hrotem, tfiskovité hemoragie, Raynouduv fenomén bilateralneé 2. az 4.prstec

« Bisoprolol 5mg 1-0-0, Forxiga 10mg 1-0-0, Ramipril 210mg 1-0-0,
Furon 40mg 1-0-0, Eplerenon vysazen pro hyperkaléemii, Atoris 20mg 0-0-1
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Pozadi pripadu

« 1998 biopticky verifikovana eosinofilni granulomatéza s polyangiitis (EGPA)
— GIT manifestace, nekrotické zmeny tenkého streva, peritonitis - resekce
— V resekatu masivni eosinofilni infiltrat a vaskulitické zmény
— Periferni eozinofilie 40 %, trepanobiopsie bez hematologické malignity
— Renalni insuficience s nediagnostickou renalni biopsii
— Kardialni dekompenzace s EFLK 45-50%
— Kortikosteroidy a per os cyklofosfamid

— Postupny pokles EF LK
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Laboratorni vysetreni

« Kalium 5,1 mmol/l; kreatinin 125 ymol/l; jaterni panel v norme

* Hs-troponin | 23,4 ng/l (cut-off 19,8 ng/l), NT-proBNP 1946 ng/l

« Celkovy cholesterol 5,16 mmol/l, LDL 3,11 mmol/|

* Glykémie nalacno 3,4-5,5 mmol/l

« Eosinofily peak 1,92 x 1091

* Negativni imunoelfo a FACS periferni krve

* Negativni laboratorni autoimunitni screening (vCetné ANCA protilatek)

* Negativni sérologie, parazitologie subhranicni IgG pro cysticerkozu
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Echokardiografie

Zdroj: dokumentace VFN a 1.LF UK
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Selektivni koronarografie

; i Zdroj: dokumentace VFN a 1.LF UK
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Magneticka rezonance srdce

Zdroj: dokumentace VFN a 1.LF UK



Magneticka rezonance srdce
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PET/CT

Zdroj: dokumentace VFN a 1.LF UK
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Lécba

* Noveé Entresto 49/51mg 1-0-1, Anopyrin 100mg 1-0-0, Atoris 40mg 0-0-1,
Ezen 10mg 1-0-0

« Indukcni terapie EGPA:
— Solu-medrol 1000mg i.v. pulsy 3 dny, pote Prednison 60mg/den
— Cyklofosfamid 600mg/m? 6 cyklu a 2 tydny
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Sledovani

Po absolvovani indukcni terapie EGPA vzestup EFLK na 35 %

NT-proBNP stacionarni, | periferni eozinofily 0,02 x 10°/L, pokles ACR

Postupna detrakce kortikosteroidu, udrzovaci Ié€ba rituximabem

Pri vysazeni kortikoterapie pacientem rozvoj ischemickych zmeén prstcu HKK

— CT angio aortalniho oblouku a tepen HKK — vypadek naplné palmarnich
vetvi bilateralne

— Infuzni terapii Prostavasinem 4 tydny s efektem

— ASA + LMWH v redukované davce
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Sledovani

Zdroj: dokumentace VFN a 1.LF UK, foto autora zverejnéné se souhlasem pacienta

A 1. LEKARSKA
3 FAKULTA
7 Univerzita Karlova

VSEOBECNA FAKULTNI
NEMOCNICE V PRAZE



Eosinofilni granulomatéza s polyangiitidou (EGPA)

« Vaskulitida malych tepen

* Incidence 0,5—-4,2/milion/rok

* Vekovy median 50 let

« ANCA protilatky ve 40 % pripadu

« VétSina pripadu s kardialnim

ANCA-

Eosinophilia {*

Chronic
rhinosinusitis with
nasal polyps

Asthma @

postizenim ANCA negativni (70 %) ‘trorivee €

* 95 % asthma/ORL manifestace,
plicni postizeni 40-50 %, periferni
neuropatie 50—-70 %

« Srdecni postizeni 16—-92 %
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Patogeneze
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GPA33, IL5 Genetic predisposition HLA-DQ

Environmental factors (silica, organic solvents, and farming activities)
ANCA-negative EGPA ANCA-positive EGPA
Eosinophilic Inflammation ANCA-mediated inflammation
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Diferencialne-diagnosticky algoritmus

Investigations to be performed in all patients

Infectious tests
Baseline investigations Screening/diagnostic aims « Stool cultures for parasites (e.g. Screening for parasitic and viral
Strongyloides stercoralis) infections

Routine laboratory investigations « HIV serology

Routine serum chemistries

General/haematological assessment Haematological tests ‘ :
Complete blood count with differential » Blood smear (dysplastic eosinophils Screening for haematologic forms of
diagnosis or blasts) hypereosinophillia

« FIP1L1 fusion proteins
Urinalysis, 24-h proteinuria or urinary

protein-to-creatinine ratio Kidney involvement screening

Imaging studies and other procedures

Sputum culture (where available) Infectious disease screening Chest radiograph and/or HRCT
Lung involvement screening
D-dimer, Troponin, BNP Cardiac involvement screening Pulmonary function tests
Faecal occult blood Intestinal involvement screenin i i ) )
© Eg‘; o(:sc;r;spu;;atvon (with nasal ENT involvement screening
C-reactive protein Disease activity assessment
— ) ) ) Echocardiography Cardiac involvement screening
LDH, tryptase, vitamin B12 Screening for myeloproliferative forms

General assessment, screening for
Abdominal ultrasonography hepato-splenomegaly
(haematological hypereosinophillia)

Immunological and/or allergic tests

ANCA, 19G, IgA, IgM, IgE, 1gG4 EGPA-related immune parameters
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Kardialni manifestace

* Arrhythmias

* (ventricular and
supraventricular)

» Cardiogenic
shock

« Cardiomyopathy
(restrictive/dilated)

» Congestive heart

failure (acute or
chronic)

» Eosinophilic
myocarditis

* Fibrosis
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* Acute pericarditis

» Constrictive
pericarditis

« Pericardial
effusion (which
may lead to
cardiac
tamponade)

+ Acute or sub-
acute coronary
syndrome

 Coronary
aneurysms

 Coronary arteritis

* Thrombosis

» Endomyocardial
fibrosis

» Endomyocarditis

« Loffler
endocarditis

* Mural thrombi

Srikantharajah et al. Cur Cardiol Rep 2025

* Fibrosis
» Regurgitation
- Stenosis

* Thrombotic
lesions



Prognostické faktory

Kidney
involvement
(Serum creatinine
>140 pmol/L)

Proteinuna

>1g/day
Five

Factor

Score

~ Cardiac
involvement

Gastrointestinal
involvement
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Moznosti lecby

New-onset active EGPA

1
' !

Severe Non-severe
Disease o 2 1or presence of peripheral FFS = 0 and absence of peripheral
stratification neuropathy, alveolar haemorrhage or other neuropathy, alveolar haemorrhage or other
organ- or life-threatening manifestations organ- or life-threatening manifestations
Remission _Intravenous pulse followed by) high-dose Glucocorticoids alone
induction oral glucocorticoids + cyclophosphamide

or rituximab

} E

Remission  Glucocorticoids + rituximab and/or Glucocorticoids + mepolizumab
maintenance mepolizumab and/or DMARDs
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Moznosti lecby

Hazard ratio with mepolizumab,
0.32 (95% Cl, 0.21-0.50)
P<0.001

Relapse
no. of patients/total no.
(%)
Benralizumab 21/70 (30)
Mepolizumab 21/70 (30)

Hazard ratio, 0.98 (95% Cl, 0.53-1.82)
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Weeks to First Relapse

70 68 66 62 58
68 66 66 63

58 58 57 55 51 50
60 57 54 52 50 49 49
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Zaver

« Hypereosinofilie u pacientu s kardialni symptomatikou/srde¢ni selhanim by
méla vést k dukladné diferencialné diagnostické rozvaze

« Kardialni postizeni u EGPA je kliCové pro vedeni terapie a ovliviiuje
progndzu nemocnych

* S ohledem na multiorganové postizeni je nezbytna interdisciplinarni
spoluprace
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