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Sweet Syndrome in Eosinophilic Granulomatosis with

Polyangiitis
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Sweet syndrome is a rare dermatologic disorder character-
ized by sterile neutrophilic infiltrate. Neutrophilic derma-
toses have increasingly been recognized in antineutrophil
cytoplasmic antibodies (ANCA)-associated vasculitis, with
the notable exception of eosinophilic granulomatosis with
polyangiitis (EGPA)'.

A 46-year-old man with asthma presented with fever,
dyspnea, difficulty ambulating, and a severe rash. Erythe-
matous tender dermal plaques were present across his scalp
(Figure 1). Labs were notable for leukocytosis with strik-
ing eosinophilia (absolute eosinophil count 7.75), high-titer
myeloperoxidase antibody, and positive perinuclear ANCA.
Computed tomography demonstrated large subpleural opac-
ities. Nerve conduction studies were consistent with an
asymmetric sensorimotor peripheral neuropathy.

His findings were consistent with EGPA; however, his
rash was atypical. Skin lesions in EGPA are often sub-
cutaneous nodules with biopsy demonstrating eosinophilic
vasculitis, whereas the biopsy in this case showed a dense
neutrophilic infiltrate with striking dermal edema consis-
tent with Sweet syndrome (Figure 2)>. Sweet syndrome
can be paraneoplastic, most commonly in association with
acute myeloid leukemia. However, peripheral flow cyto-
metry showed no evidence of hematologic malignancy and
he had no symptoms or imaging findings to suggest a solid
tumor?.

Neutrophilic dermatoses have previously been reported
in ANCA-associated vasculitis, suggesting a common
underlying mechanism of neutrophilic dysregulation. To our
knowledge, only 1 case has been reported in association with
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Figure 1. Skin examination on admission demonstrated erythematous, edematous plaques with yellow crusting on the patient’s scalp, posterior neck,

and ears.
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A. Massive papillary dermal edema results in epidermal separation. There is no vasculitis, no granulomatous infiltrate, and the direct immunofluorescence
study was negative (50x). B. Higher power view (400x) showing a predominantly neutrophilic infiltrate, with occasional eosinophils and lymphocytes.
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