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Bullous Eosinophilic Cellulitis (Wells’ Syndrome) in a Patient with
Churg-Strauss Syndrome: A Case Report and Review of Literatures

Kyung-Chan Kim, M.D., Hyun Chung, M.D.*, Joon Soo Park, M.D.*,
Jae Bok Park, M.D.**  Jung-Yoon Choe, M.D., Sung-Hoon Park, M.D.,
Ji-Young Kim, M.D., Seong-Kyu Kim, M.D.

Departments of Internal Medicine, Dermatology* and Pathology*¥,
Catholic University of Daegu School of Medicine, Daegu, Korea

Wells' syndrome is an inflammatory dermatosis with associated aberrant eosinophil responses
caused by unknown factors. Its histology is characterized by erythematous plaques with "flame
figures" in the dermis, which is potentially diagnostic but not pathognomic. Cases of Wells'
syndrome in patients with Churg-Strauss syndrome (CSS), which is characterized by anti-
neutrophil cytoplasmic antibody-related necrotizing vasculitis, marked peripheral eosinophilia, and
eosinophil tissue infiltrates, have rarely been reported, and the pathogenic association between
these two diseases remains undetermined. Differences of clinical and histopathologic features
of these two diseases suggest that they are distinct disease entities, even though, in part, they
share pathogenic mechanisms. Here we present a new case with Wells' syndrome in a patient
with CSS, treated with systemic steroid.
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Fig. 1. Multiple bullous skin lesions on erythematous
plaque were noted on the foot.
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Fig. 2. There is a heavy dermal infiltration of inflammatory cells (A: H&E, x40), composed of
lymphocytes and histiocytes with conspicuous eosinophils (B: H&E, *200).
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Fig. 3. Among dermal collagen bundles, there are col-
lections of eosinophils with eosinophilic granules,
so called “flame figures” (H&E, x400).
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Table 1. Characteristics in Wells’ syndrome with Churg-Strauss syndrome

Lee, et al (8) Schuttelaar, et al (2) Govoni, et al (9) Present case
Age/sex 43/female 55/male 43/male 47/male
ACR classification criteria for CSS
Asthma + + + +
Peripheral WBC (20,800/mm’) WBC (17,000/mm*  WBC (13,200/mm’) WBC (19,700/mm”)
eosinophilia with 55% eosinophils with 34% eosinophils ~ with 33% eosinophils ~ with 65% eosinophils
Peripheral Perineural vasculitis with ~ Mononeuritis Mononeuritis Peroneal axonal
neuropathy loss of myelinated fibers multiplex multiplex neuropathy
Transient lung - - - +
infiltrate
Paranasal sinus NS Nasal polyp Hypertrophic polyposis  Paranasal sinusitis
abnormality
Extravascular NS + NS NS
eosinophils
in vessel
ANCA Positive p-ANCA Positive p-ANCA Negative p-ANCA Positive p-ANCA
IgE level 2,422 TU/mL 1,260 E/mL Normal >2,000 TU/mL
Involved site(s) Hand, forearm Leg, arm Hand, foot Foot
Treatment Steroid, CySP Steroid, CySP Steroid Steroid
regimens

ACR: American Collegue of Rheumatology, CSS: Churg-Strauss syndrome, WBC: white blood cell count, p-ANCA:
perinuclear anti-neutrophilic cytoplasmic antibody, CySP: cyclophosphamide, NS: no specific description
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