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Introduction  

Behçet’s disease (BD) is a chronic 

inflammatory disease which is 

characterized by recurrent oral aphthae, 

genital ulcers, ocular lesions, and 

cutaneous lesions. Cutaneous lesions of BD 

can manifest as erythema nodosum-like 

lesions, pseudofolliculitis, papulopustular 

eruptions, erythema multiform-like lesions, 

Sweet’s syndrome-like lesions, and 

subcutaneous thrombophlebitis (1-3). The 

pathogenesis of BD is complex, and genetic 
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susceptibility, infection, and various 

cytokines are thought to play a role. 

Traditionally, Th1 mediated pathway is 

thought to be upregulated in BD, resulting 

in increased IFN-γ and IL-12 levels. 

Recently, researchers have proposed that 

Th17 cytokines such as IL-17 and IL-23 

may also play a part in the pathogenesis of 

BD (4, 5). Among various skin lesions, until 

now, there has been no report of 

eosinophilic pustular folliculitis (EPF) in 

association with BD. In this report, we 

report a patient with Behçet’s disease who 

presented with multiple vesicopustular 

lesions that were pathologically proven as 

EPF. 

Case Report 

A 45-year-old Korean woman presented to 

our department with multiple itchy 

erythematous papules on the face, anterior 

chest, upper back, and right upper arm that 

had progressed over a one-year period. The 

patient had been treated at private clinics 

with systemic antibiotics such as 

cephalosporin and minocycline, as well as 

systemic antiviral agents such as acyclovir 

and famciclovir. However, her skin 

symptoms were poorly controlled. Her 

medical history indicated that she had been 

treated for pulmonary tuberculosis 30 

years prior. In addition, she had a history of 

recurrent oral ulcerations that had 

persisted for over ten years and genital 

ulcerations that had persisted for over six 

years.  

 

On her initial visit, multiple vesicopustular 

erythematous papules were noted on the 

patient’s face, anterior chest, upper back, 

and right upper arm (Figure 1). Laboratory 

tests revealed an elevated erythrocyte 

sedimentation rate of 65 mm/hour 

(normal range, ≤ 20 mm/hour). The results 

of other tests, including serologic test for 

human immunodeficiency virus (HIV), anti-

cyclic citrullinated peptide antibodies, and 

HLA B51, were negative. Pathergy tests 

were performed, and pustule formation 

was observed within 48 hours at the 

injection sites. Computed tomography of 

the chest, abdomen, and pelvis did not 

demonstrate any findings suggestive of 

lymphoproliferative disease or internal 

malignancies. 
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Figure 1: (A and B) Multiple erythematous vesicopustular papules 

with oozing crusts on the face 

 

Specimens obtained from the patient’s 

facial skin lesions showed marked 

infiltration of eosinophils into the 

epidermis, hair follicles, and perifollicular 

areas. There was also lymphocytic 

infiltration in the dermis near the vessels 

(Figure 2). Direct immunofluorescence 

studies of the biopsy specimens were 

negative. The patient was diagnosed with 

BD based on the guidelines of the 

International Study Group for BD with 

diagnostic criteria of recurrent oral 

ulceration, genital ulceration and positive 

pathergy reaction (6). She was also 

diagnosed with EPF based on the 

histopathology and clinical manifestations 

(7). The patient showed clinical 

improvements in the vesicopustular skin 

lesions with the systemic administration of 

cyclosporine and topical 0.1% tacrolimus 

ointment (Protopic®; Astellas Toyama Co., 

Ltd., Toyama, Japan). 
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Figure 2: (A) Marked infiltration of eosinophils into hair follicles and perifollicular areas 

with (B) dermal lymphocytic infiltration around the blood vessels 

(H&E, A: X200, B: X400) 

Discussion 

EPF is characterized by pruritic follicular 

papules and pustules and may involve the 

face, trunk, and upper arms (7). There are 

three clinical types of EPF: (i) classic EPF, 

which typically occurs in Japanese patients 

with a seborrheic distribution; (ii) EPF 

associated with immunosuppression, which 

mainly occurs in patients with HIV infections 

or hematologic or lymphoproliferative 

disease; and (iii) EPF of infancy or the 

neonatal period (7). The precise 

etiopathogenesis of EPF is not yet explained, 

however, immunological alterations have 

been suggested to play pivotal roles (8). 

EPF can occur in patients experiencing HIV-

negative immunosuppression, including 

chronic lymphocytic lymphoma, non-

Hodgkin’s lymphoma, anaplastic anemia, and 

bone marrow transplantation (8, 9). In the 

present case, serologic analysis was negative 

for HIV and peripheral blood cell test and 

computed tomography did not demonstrate 

any relevant hematologic or 

lymphoproliferative diseases.  

Papulopustular lesions, pseudofolliculitis, 

and acneiform nodules are commonly 

observed as cutaneous manifestations of BD, 

especially in male patients (1, 10). However, 

such lesions are nonspecific and are difficult 

to clinically differentiate from other diseases, 

such as folliculitis or acne vulgaris. Recent 

reports have demonstrated that 

histopathogical findings of vasculitis in 

papulopustular lesions may be regarded as 

significant diagnostic criteria in patients for 

whom diagnoses of BD are suspected (10, 

11). Our patient also presented with findings 

that were suggestive of lymphocytic 

vasculitis.  

The first line of treatment in EPF is usually 

topical steroids and oral indomethacin which 

are responsive in approximately 90% of 

patients (12).  Nakahigashi K. et al 

discovered that prostaglandin (PG) such as 

PGD2/PGJ2 induced eotaxin-3 and resulted 
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in eosinophil infiltration in EPF, and 

postulated that indomethacin, a COX 

inhibitor, would downregulate the synthesis 

of PG and lead to therapy in EPF (13). 

Patients with EPF who are resistant to 

classical treatments are treated with various 

therapies such as minocycline, doxycycline, 

dapsone, cyclosporine, and topical 

tacrolimus (12, 14).  Our patient was 

responsive to oral cyclosporine and topical 

tacrolimus ointment that resulted in 

clearance of the facial EPF lesions.  

The patient in this case presented with 

histopathologic features that are both 

suggestive of EPF and skin manifestations in 

BD. Numerous eosinophils were gathered 

around the follicles and lymphohistiocyte 

infiltration around the vessels were noted. 

The etiopathogenetic significance of 

eosinophils in papulopustular skin lesions in 

BD patients has not been fully investigated. 

Therefore, it is unclear whether EPF should 

be regarded as a variant of papulopustular 

lesions in BD or whether BD should be 

regarded as an initiating or aggravating 

factor of EPF in our patient. Further studies 

including larger samples of BD patients and 

histopathological reviews of papulopustular 

lesions are necessary to confirm our findings.  
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