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LETTER TO THE EDITOR

Mepolizumab therapy in a pediatric patient with eosinophilic
granulomatosis with polyangiitis associated with
refractory myocarditis
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Eosinophilic granulomatosis with polyangiitis
(EGPA) belongs to the family of antineutrophil
cytoplasmic  antibody  (ANCA)-associated
vasculitides. It is an eosinophil-rich, necrotizing
granulomatous vasculitis affecting small to medium
vessels. Interleukin (IL)-5 is the most potent
stimulator of eosinophil production and functional
activation of mature eosinophils, the key effector
cells in EGPA. Mepolizumab is a humanized
monoclonal antibody that inhibits IL-5.1

A 17-year-old female patient was admitted
with complaints of a rash on the feet, a lesion
on the palate, and cough. Her medical records
showed that she used inhaler and systemic
corticosteroid treatment with the diagnosis of
asthma and allergic pulmonary aspergillosis
for two years. Physical examination revealed
a 1 cm? ulcerated lesion on the upper palate,
petechial rash on bilateral feet, and expiratory
rhonchus in lung auscultation. Complete
blood count showed eosinophilia (white blood
cell count: 10.7x103/uL, eosinophil count:
1.5x103/ul). Acute phase reactants and

troponin [ levels were elevated [C-reactive
protein: 17 mg/L (normal <5 mg/L),
erythrocyte sedimentation rate: 44 mm/h
(normal <20 mm/h), troponinllevel: 15.7 ng/mL
(normal <0.026 ng/mL). PR3 (proteinase 3)-
ANCA and MPO (myeloperoxidase)-ANCA were
negative. At presentation, pansinusitis was
determinedinthe paranasal magneticresonance
imaging, and computed tomography revealed
ground-glass opacities and interlobular septal
thickenings in bilateral lung parenchyma (crazy-
paving pattern), peribronchial thickenings, and
occasional discoid atelectasis (Figure 1). Bone
marrow evaluation revealed an increase in the
eosinophilic series, and leukemia was ruled
out. Eosinophilic infiltration was detected in
the biopsy sample taken from the lesion on
the palate. The patient was diagnosed with
EGPA based on the American College of
Rheumatology classification criteria. High-dose
methylprednisolone pulse and intravenous
immunoglobulin therapy were administered to
the patient, and methotrexate was added to
the treatment regimen. Good symptom control
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Eosinophilic granulomatosis with polyangiitis, mepolizumab

was achieved on the second week of this
treatment. Two months after discharge, she
was readmitted with the complaint of syncope
and chest pain. A 14 mm pericardial effusion
was detected by echocardiography. Cardiac
magnetic resonance imaging and laboratory
data were consistent with acute myocarditis.
Cyclophosphamide therapy was initiated at a
dose of 500 mg per month. After the third
dose of cyclophosphamide, myocarditis and
pericardial effusion relapsed, and rituximab
treatment was commenced. The child had
a good initial response to rituximab, but
pericardial effusion recurred in the third month
of the therapy, and at that time, the highest
percentage of eosinophils in complete blood
count (60.6%) was observed. Rituximab was
switched to mepolizumab (100 mg/month). After
the second dose of mepolizumab treatment,
eosinophil counts returned to the normal
range, and pericardial effusion completely
regressed. The dose of methylprednisolone
was tapered and then stopped on the second
month of mepolizumab treatment. Eosinophil
percentage and troponin I levels before and
after mepolizumab treatment are shown in
Figure 2. No mepolizumab-related adverse event
was observed. She has been followed for one
year in complete remission under mepolizumab
treatment.

Eosinophilic granulomatosis with polyangiitis
is a rare vasculitis that can cause life-threatening
symptoms and may present with diverse clinics.
In a cohort of nine pediatric EGPA patients,

Figure 1. The view of computed tomography on
admission. It reveals ground-glass opacities and
interlobular septal thickenings in the bilateral lung

parenchyma (crazy-paving pattern), peribronchial
thickenings, and occasional discoid atelectasis.
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all patients had eosinophilia, upper respiratory
disease, and lung involvement. Skin findings
were detected in 67% of the patients, and cardiac
symptoms were present in 44%. Compared to
adult EGPA cases, lung involvement and heart
disease were found to be significantly higher in
pediatric patients. In addition, omalizumab was
used in one patient.? Sahin et al.® reported a
14-year-old boy who was previously misdiagnosed
as having cutaneous anthrax that presented with
multiple large and deep ulceronecrotic lesions
on the lower extremities. It was emphasized that
EGPA should be considered in the differential
diagnosis of patients with wvasculitic lesions,
eosinophilia, and a history of asthma.

An adult study comparing mepolizumab
and placebo in EGPA patients showed an
approximately 50% reduction in relapse rate
over one vyear in the mepolizumab group.
Twenty-eight percent of the patients in the
mepolizumab group had complete remission for
at least 24 weeks compared to 3% in the placebo
group.* In another study, in which 18 patients
with EGPA were included, the benefits of low-
dose mepolizumab (100 mg/month) were shown
in asthma from the perspective of disease
exacerbations and steroid-sparing effects.® To
our knowledge, there are three pediatric EGPA
cases successfully treated with mepolizumab in
the literature.®® In this case with relapsing and
refractory myocarditis, the clinical efficacy of
mepolizumab is presented without any adverse
events for one year. Mepolizumab seems to be
a safe treatment option in eosinophil-related
end-organ inflammation for pediatric cases.
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Figure 2. Eosinophil percentages and troponin I values
before and after mepolizumab treatment.
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