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A 36-year-old man presented to his local emergency depart-
ment with complaints of acute onset vertigo and chest discom-
fort. He underwent evaluation that was remarkable for a normal
electrocardiogram (EKG), negative serum troponin levels, and
abnormal complete blood count, which revealed an absolute
eosinophil count (AEC) of 12,400 (normal <500 cells/mL). He
was admitted to the hospital for evaluation of presyncope and
hypereosinophilia. His hospital evaluation revealed a normal
repeat EKG, echocardiogram with normal ejection fraction
(65%), and mild diastolic dysfunction. A cardiac stress test was
normal. Bone marrow biopsy revealed hypercellularity with
marked eosinophilia, eosinophil dysplasia, and no increase in
blasts. No cytogenetic abnormalities were detected, and evalua-
tion for mutations in PDGFRA, PDGFRB, and JAK2 were
negative. Stool examinations were negative for ova and parasites.
Repeat laboratory evaluation confirmed an elevated AEC of
12,000 cells/mL and did not identify any other significant ab-
normalities. He was discharged home with no specific therapy.
He presented 3 months later with worsening chest discomfort
and pressure. His AEC remained elevated at 11,380 cells/mL. His
EKG now revealed T-wave inversions in the anterior leads. CT
scans of the chest, abdomen, and pelvis were obtained and were
remarkable for interstitial lung changes, bilateral lung nodules,
mediastinal lymphadenopathy, and splenomegaly. Pulmonary
function tests showed a restrictive pattern with diffusion defect,
and transbronchial biopsies showed patchy interstitial fibrosis
without evidence of vasculitis. Cytology was negative for ma-
lignancy. Further laboratory evaluation revealed unremarkable
peripheral blood lymphocyte immunophenotyping, polyclonal
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T-cell receptor rearrangement, elevated serum vitamin B12 level
1725 (normal 180-914 ng/L), and elevated serum tryptase level
17.1 (normal <11.5 ng/mL). He was treated with high-dose
steroids (1 mg/kg Solu-Medrol) and referred for further evalua-
tion. On repeat evaluation, the AEC was 8640/mL. He was
started empirically on imatinib 400 mg daily and a prednisone
taper was initiated. Within 1 week of starting imatinib, his AEC
normalized. Repeat testing for FIP1L1-PDGFRA returned posi-
tive. After 6 months, his imatinib dose was tapered to 100 mg
daily, and the patient has remained stable since that time.

DISCUSSION
This patient presented with marked eosinophilia and cardiac

complaints. His clinical manifestations (cardiac involvement,
pulmonary fibrosis, and splenomegaly) coupled with his labora-
tory findings (elevated serum vitamin B12 and tryptase levels and
a hypercellular bone marrow with dysplastic eosinophils and
spindle-shaped mast cells) were most consistent with myelopro-
liferative variant hypereosinophilic syndrome (MHES).1 The
most common cause of MHES is an interstitial deletion in
chromosome 4 that leads to the imatinib-sensitive fusion tyrosine
kinase, FIP1L1-PDGFRA.2 Although prednisone is the first-line
therapy for most forms of HES, PDGRFA-positive disease is
typically steroid refractory and should be treated with imatinib.1-4
Because MHES with cardiac involvement is life threatening,
imatinib therapy should be initiated irrespective of the results
of testing for FIP1L1-PDGFRA if this diagnosis is strongly sus-
pected. Concomitant steroids should be given in the setting of an
elevated serum troponin or other evidence of eosinophilic
myocarditis to prevent myocardial necrosis, a rare complication of
imatinib therapy in patients with HES.5

This case and power point slide presentation can be found in
this article’s Online Repository at www.jaci-inpractice.org.
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