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Sir,
Pyoderma gangrenosum (PG) is a sterile, pustular,  
ulcerative process of unknown cause (1). It is frequently 
associated with various systemic diseases, including in-
flammatory bowel disease, arthritis, monoclonal gammo-
pathy, malignant disease (2) and, rarely, Behçet’s disease 
(3). Four clinical and histological variants have been 
recognized: ulcerative, pustular, bullous and vegetative. 
Vegetative PG is usually not associated with systemic 
disease (2). We report here a case with vegetative PG in 
Behçet’s disease.

CASe rePort
In November 2005, a 75-year-old Korean man presented with 
painful erythematous plaques on his face and anterior chest, of 4 
months’ duration. His medical history included Behçet’s disease 
with recurrent oral and genital ulcers, arthritis and ocular le-
sions. He was treated with colchicine, dapsone, sulphasalazine, 
and prednisolone intermittently for about 2 years. The patient 
also had chronic pancreatitis that was treated with camostat 
mesilate. Physical examination revealed erythematous crusted 
plaques, 1.5 cm diameter, on his right chin and 7–8 cm diameter 
on his right forehead and anterior chest (Fig. 1). the lesions 
were initially erythematous plaques or nodules, but evolved to 
form superficial ulcers. they gradually increased in size and 
were surrounded by purple borders. The skin lesions concurred 
with an exacerbation of Behçet’s disease, manifested as vascu-
litis of the superior mesenteric artery. Laboratory examination 
revealed anaemia (red blood cells 2.4×106/μl, haematocrit 

25.4%) and increased C-reactive protein (2.8 mg/dl). repeated 
smears and cultures for bacteria and fungi were negative. An 
incisional biopsy from the anterior chest showed ulceration, 
diffuse neutrophilic infiltration with dermal inflammatory 
infiltrates consisting of epithelioid histiocytes, lymphocytes 
and multinucleated giant cells. Although vascular reaction 
was found in the histological sections, frank vasculitis was 
not observed (Fig. 2). Both periodic acid Schiff (PAS) stain 
and Gomori’s methenamine-silver (GMS) stain were negative. 
Based on the clinical and histological findings, our case was 
diagnosed as vegetative PG occurring during an exacerbation of 
Behçet’s disease. the lesions improved markedly after systemic 
corticosteroid therapy (prednisolone 30 mg/day for 2 weeks) 
and healed with scarring.

DISCuSSIoN

PG, which was first described by Brunsting et al. (4), is 
a rare, destructive inflammatory skin disease in which a 
nodule or pustule breaks down to form a progressively 
enlarging ulcer. Approximately 50% of patients have 
an associated systemic disease including inflammatory 
bowel diseases, arthritis, monoclonal gammopathy, or 
malignant disease (2). Since the first report by Munro & 
Cox in 1988 (5), 5 cases of PG associated with Behçet’s 
disease have been reported in the English literature (3, 
6–9) (Table I).

According to the clinical appearance, the rate of 
progression, the associated systemic disease and the 
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Fig. 1. erythematous and vegetative 
plaques (a) on the patient’s face and 
(b) on the anterior chest.
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histopathological changes, PG has been classified into 
4 clinical variants: ulcerative, pustular, bullous and 
vegetative (2). Vegetative PG is a limited, non-aggres-
sive, chronic, superficial and vegetative variant, which 
is also termed superficial granulomatous pyoderma (1). 
unlike classic PG, many patients with vegetative PG do 
not have an associated systemic disease (10). However, 
Langan & Powell (11) reported that 18% of patients had 
other medical conditions, including diabetes mellitus, 
rheumatoid arthritis, chronic lymphocytic leukaemia, 
polycythaemia rubra vera, para-proteinemia and pul-
monary sarcoidosis. 

There is a clinical and histological overlap between 
PG and Behçet’s disease (3, 5). Pustular lesions can be 
the initial skin manifestation, and skin hyper-reactivity 
or pathergy is often found in both diseases. The skin 
lesions of PG and Behçet’s disease may show a similar 
range of histological appearances, including a neutrophi-
lic vascular reaction. therapeutic agents used to treat 
PG and Behçet’s disease are similar: glucocorticoids, 
sulpha-drugs and immunosuppressive agents, such as 
cyclosporine, azathioprine or cyclophosphamide. How-
ever, there is a histopathological distinction between PG 
and Behçet’s disease (12). In PG, vascular involvement 
ranges from none to fibroid necrosis, and in most cases 

a neutrophilic infiltrate is present with limited vascular 
damage. Conversely, in Behçet’s disease, mononuclear 
cell vasculitis with variable fibrin deposition or leuko-
cytoclastic vasculitis is usually found.

Nakamura et al. (3) reported a patient with PG that 
improved rapidly after resection of the colon, which 
was affected by intestinal Behçet’s disease; these  
authors suggested that the association of PG with 
Behçet’s disease was highly relevant. In the present 
case, vegetative PG developed concurrently with an 
exacerbation of activity of Behçet’s disease. Therefore, 
this clinical course suggests a close relationship between 
vegetative PG and Behçet’s disease.
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