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Acute myocarditis in juvenile-onset granulomatosis with polyangiitis

Miocarditis aguda en granulomatosis de inicio juvenil con poliangeitis

André Vaz,a,* Camila Pietroski Reifegerste,b and Bruno Maurı́cio Pedrazzania

aCentro de Imagens, Hospital Pequeno Prı́ncipe, Curitiba, Parana, Brazil
bDepartamento de Radiologia, Hospital São Vicente, Curitiba, Parana, Brazil

Received 14 October 2021; Accepted 13 December 2021

Available online 20 January 2022

A 12-year-old girl presented with fever, dyspnea, and lower limb edema for 7 days. Blood tests depicted high C-reactive protein, d-dimer

and troponin levels, and urinalysis showed hematuria and proteinuria. An echocardiogram identified severe systolic dysfunction (left

ventricular ejection fraction of 28%) and head computed tomography (CT) depicted chronic sphenoidal sinusitis. Chest CT identified

pulmonary cavities and nodules with halo sign, suggestive of vasculitis, and diffuse subepicardial enhancement in the left ventricle,

suggestive of myocarditis (figure 1), and no ventricular calcifications. Subsequent investigation revealed antineutrophil cytoplasmic

antibody positivity. The patient fulfilled 4 of the 6 criteria of the 2008 European League Against Rheumatism/Paediatric Rheumatology

European Society (EULAR/PRES) for childhood granulomatosis with polyangiitis (GPA). At least 3 criteria are necessary to confirm the

diagnosis. During the acute phase, the patient was in no condition to undergo cardiac magnetic resonance. Follow-up examinations after
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4 months of immunosuppressive therapy depicted moderate systolic dysfunction (left ventricular ejection fraction of 34%), pericardial

effusion (asterisk in figure 2) and diffuse dystrophic left ventricular calcifications (arrowhead in figure 2). After 5 months of follow-up,

there was an improvement in the pericardial effusion, persistence of subepicardial left ventricular calcifications (more easily depicted

in the CT - arrowheads in figure 3A,B) and identification of early (figure 3C) and late (figure 3D) subepicardial left ventricular gadolinium

enhancement. We obtained written informed consent from our patient’s guardian for the publication of this case.

GPA is uncommon in children and cardiac manifestations are rare. The most frequent cardiac manifestations are pericarditis,

cardiomyopathy, and coronary artery disease. To the best of our knowledge, this is the first reported case of acute myocarditis in juvenile-

onset GPA.
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