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erythrocyte sedimentation rate (54 mm/h), in‑
creased C‑reactive protein levels (34 mg/dl), and 
anemia (hemoglobin levels, 9.8 mg/dl). 

Taking into account the previous diagnosis 
of GPA and strong suspicion of cardiac involve‑
ment with granulomatous tissue, we decided to 
initiate immunosuppressive treatment with cy‑
clophosphamide and methylprednisolone pulses. 
A partial reduction of the cardiac infiltration ex‑
tent and normalization of inflammation param‑
eters were achieved after 7 months of therapy 
(FIGURE 1B). The patient is now on a maintenance 
dose of prednisone and methotrexate.

To date, the reported prevalence of cardiac in‑
volvement in GPA remains highly variable, rang‑
ing from 6% to 86%.1 In a prospective cohort 
study of 41 patients with GPA, electrocardiogram 
and echocardiography demonstrated cardiac ab‑
normalities in 46% of the patients. On addition‑
al cardiac magnetic resonance imaging, the prev‑
alence of cardiac involvement increased to 61%.1 
With respect to ANCA detection, cardiac involve‑
ment was equally frequent in ANCA‑negative as 
in ANCA‑positive patients. The majority of pa‑
tients do not show cardiac symptoms, so heart 
involvement is likely to be underdiagnosed. It 
most often includes pericarditis (50%), coronary 
arteritis (50%), and myocarditis (25%).2 Approx‑
imately 15% of patients with cardiac manifesta‑
tions of GPA have conduction system abnormali‑
ties, including complete heart block as a very rare 
manifestation. Granulomatous inflammation in 
the course of GPA may also occur as a tumor‑like 
mass located in different organs and uncommonly 
including left- and right‑sided cardiac chambers.2-4 
Valve involvement is a very rare complication of 
GPA, and especially mitral valve involvement has 
been reported only a few times.5,6 The increase in 
the prevalence of heart involvement in GPA may 
be attributed to the routine use of cardiac imaging 

We present a case of a 68‑year‑old woman with 
a 12‑year history of limited form of granuloma‑
tosis with polyangiitis (GPA). During the course 
of the disease, she suffered from recurrent gran‑
ulomatous inflammation in the subglottic area, 
bloody nasal discharge, chronic sinusitis, senso‑
rineural hearing loss in the right ear, scleritis, 
and nasal bridge collapse. Antineutrophil cyto‑
plasmic antibodies (ANCAs) were assessed sev‑
eral times in the course of the disease but were 
always within normal limits. The patient under‑
went 6 upper respiratory tract surgeries due to 
subglottic stenosis. Unfortunately, histopatholog‑
ical examinations of the resected inflammatory 
tissue did not reveal any histological evidence of 
GPA. The diagnosis of GPA was made on the ba‑
sis of typical clinical manifestations and exclusion 
of other diseases. The patient was treated with 
immunosuppressive therapy for several years. 
After obtaining clinical and laboratory remis‑
sion (Birmingham Vasculitis Activity Score = 0), 
immunosuppressive therapy was discontinued.

Five months later, complete heart block with 
macrophage activation syndrome occurred, re‑
quiring pacemaker implantation. The patient 
also complained of dyspnea on moderate exer‑
tion. An echocardiographic examination dem‑
onstrated an echo‑dense mass in the left atrium, 
attached to the interatrial septum and posterior 
wall of the ascending aorta, as well as thickening 
of the mitral valve anterior leaflet and antero‑
medial papillary muscle with concomitant mod‑
erate mitral regurgitation (FIGURE 1A). The clinical 
examination was unremarkable, with no symp‑
toms of heart failure or other cardiac abnormal‑
ities. A computed tomography scan revealed in‑
volvement of the cardiac structures similar to 
the echocardiographic images with good delin‑
eation of affected tissues. Laboratory tests re‑
vealed signs of inflammation with an elevated 
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modalities such as echocardiography, computed 
tomography, and magnetic resonance.

We present a case of limited GPA with excep‑
tionally rare coexistence of cardiac complications: 
complete heart block, mitral valve involvement, 
and tumor‑like mass located in the left atrium. 
Our patient was successfully treated with pace‑
maker implantation followed by immunosuppres‑
sive therapy, and inflammatory infiltration was 
significantly reduced. Echocardiography and com‑
puted tomography allowed an accurate and com‑
plementary assessment of cardiac involvement 
and monitoring of disease regression.

FIGURE 1  Echocardiographic and cardiac computed tomography (CT) images on admission in a patient with 
granulomatosis with polyangiitis; A – echocardiogram, 4‑chamber view: note the echo‑dense mass on the anterior 
mitral leaflet and thickening of the interatrial septum (arrows); B – echocardiogram, short‑axis view: note the mass in 
the left atrium, adjacent to the bulb of the aorta (arrows); C – CT multiplanar reconstruction reformat (MPR) image 
demonstrating a mass in the left atrium, thickening of the anterior mitral leaflet and anterolateral papillary muscle;  
D– CT MPR image demonstrating a mass in the left atrium, adjacent to the aorta 
Abbreviations: LA – left atrium, Ao – aorta, LV – left ventricle
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FIGURE 1  E–H –  echocardiographic and CT MPR images after 7 months of immunosuppressive therapy, showing 
a significant regression of cardiac infiltration at the end of the treatment (E, F, G, and H correspond to A, B, C, and D, 
respectively). 
Abbreviations: see FIGURE 1A–1D
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