
INTRODUCTION
Behcet's disease is a multi-system inflammatory disorder 
of  unknown origin, characterized by recurrent oral and 
genital ulcerations, ocular and cutaneous lesions, arthritis 
and vascular disease. Cases of  Behcet’s disease cluster 
along the ancient Silk Road, which extends from eastern 
Asia to the Mediterranean basin[1-3]. It is often difficult 
to distinguish Behcet’s disease from other inflammatory 
bowel diseases. Pyoderma gangrenosum is an idiopathic 
ulcerative skin disease. Because the histological findings of  
pyoderma gangrenosum are nonspecific and no laboratory 
confirmation exists, the diagnosis is based primarily on 
its clinical manifestations. Though this skin lesion is 
known to be associated with inflammatory bowel diseases, 
such as ulcerative colitis and Crohn’s disease, pyoderma 
gangrenosum is very rare in Behcet’s disease patients. We 
present a patient with extensive pyoderma gangrenosum 
whose skin lesions were resolved after surgical removal of  
the inflamed intestinal lesions.

CASE REPORT
A 16-year-old woman was referred to our hospital in 
September 1989 due to painful ulceration on the left 
foot and lower abdominal pain. She was diagnosed with 
intestinal Behcet’s disease by the presence of  cutaneous 
pathergy together with two major criteria (oral and genital 
aphthoses) and one minor criterion (gastrointestinal 
manifestations) in 1984. Her lower leg lesion was a painful 
destructive ulcer with an irregular margin and a ragged 
overhanging edge (Figure 1A). She was negative for 
repeated bacterial, fungal and viral cultures. Colonoscopy 
demonstrated flare-up colitis involving the entire colon. 
Based on these clinical and laboratory findings, her skin 
lesion was considered pyoderma gangrenosum developing 
with aggravation of  her intestinal Behcet’s disease. She 
was treated with prednisolone (20 mg orally per day) for 
a month, but the skin lesion was poorly controlled. In 
November 1989, she complained of  severe abdominal 
pain and melena. Laboratory data showed a white blood 
cell count of  14900/mm3, serum C-reactive protein of  
4.5 mg/dL and hemoglobin of  12.3 g/dL. Because her 
abdominal symptoms were aggravated with peritoneal 
irritation, we performed a total colectomy with partial 
ilealectomy and ileo-rectal anastomosis. The resected 
specimen revealed severe inflammation with punched-
out ulcerations of  the colon and ileum (Figure 2A). 
Microscopic findings showed active colitis with neutrophil 
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Abstract
We report here a very rare case of intestinal Behcet’s 
disease with pyoderma gangrenosum. A 16-year-old 
woman who was diagnosed with intestinal Behcet’s 
disease by the presence of cutaneous pathergy together 
with two major criteria (oral and genital aphthoses) and 
one minor criterion (gastrointestinal manifestations), was 
referred to our hospital with a left lower leg ulcer and 
abdominal pain in September 1989. Colonoscopy dem-
onstrated flare-up colitis involving the entire colon. Her 
lower leg lesion was a painful destructive ulcer with an 
irregular margin and a ragged overhanging edge. Based 
on these clinical and laboratory findings, we diagnosed 
her cutaneous ulcer as pyoderma gangrenosum 
developing with exacerbated intestinal Behcet’s disease. 
Her cutaneous and intestinal lesions were poorly 
controlled though she received oral prednisolone treat-
ment for a month. Because of aggravated abdominal 
symptoms with peritoneal irritation, we performed total 
colectomy in November 1989. The resected specimen 
was histologically compatible with intestinal Behcet’
s disease showing severe inflammation with deep 
ulcerations and neutrophil accumulation. Subsequently, 
pyoderma gangrenosum rapidly improved. This clinical 
course may suggest the close relationship between 
pyoderma gangrenosum and intestinal Behcet’s disease.
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accumulation around the ulcer beds. Subsequently her 
abdominal symptoms gradually improved. Surprisingly, 
intractable ulceration of  the left foot disappeared without 
scarring within two weeks after the surgery (Figure 1B). 
She was discharged with an uneventful postoperative 
course. Relapse of  pyoderma gangrenosum has not been 
observed for 10 years after surgery.

DISCUSSION
Intestinal Behcet’s disease has been categorized in a family 
with inflammatory bowel disease, and causes abdominal 
pain, diarrhea, melena and even perforation. The ileocecal 
region is the most commonly affected part of  the 
gastrointestinal tract, but the distal colon may also be 
involved. It is often difficult to distinguish Behcet’s disease 

from the other inflammatory bowel diseases because of  
the similar extra-intestinal manifestations including oral 
aphthosis, uveitis and arthritis. Genital ulceration and 
positive pathergy test are the extra-intestinal features of  
Behcet’s disease alone, which are not seen in the other 
inflammatory bowel diseases. Our patient was diagnosed 
as Behcet’s disease by the presence of  cutaneous pathergy 
together with two major criteria (recurrent oral and genital 
aphthoses) and one minor criterion (gastrointestinal 
manifestations)[4]. 

In Behcet’s disease, multiple cutaneous lesions, 
such as erythema nodosum, folliculitis and pustules 
are seen, but pyoderma gangrenosum is very rare. 
Pyoderma gangrenosum in the present case did not 
respond to oral corticosteroids but was improved 
soon after the resection of  inflamed intestinal lesions. 
Since the first report by Munro and Cox in 1988[5], 
four cases of  pyoderma gangrenosum associated with 
Behcet’s disease have been reported in English literature[6-8] 
(Table 1). Behcet’s disease always precedes the onset of  
pyoderma gangrenosum. These patients are treated with 
corticosteroids, immunosuppressants or thalidomide. It 
was reported that cases of  pyoderma gangrenosum had 
no improvement after surgical removal of  the intestinal 
lesions[9]. Pyoderma gangrenosum usually responds to 
systemic corticosteroids and may also be rapidly improved 
by surgical resection of  the associated diseases, such 
as ulcerative colitis and Crohn’s disease. Therefore, the 
activity of  pyoderma gangrenosum is closely related to 
the activity of  associated diseases. In the present case, 
pyoderma gangrenosum rapidly improved after total 
colectomy. The skin manifestations of  Behcet’s disease 
are classified as neutrophilic vascular reaction[10]. The 
pathergy test is useful for evaluating skin irritability and is 
a diagnostic criterion of  Behcet’s disease. However, this 
test can also be positive in other diseases such as Sweet’
s syndrome and pyoderma gangrenosum. Pyoderma 
gangrenosum is a form of  cutaneous vasculitis[11] and 
accumulation of  neutrophils and mononuclear cells is 
observed at the reaction site. In both Behcet’s disease and 
pyoderma gangrenosum, primary pustular lesions can 
occur and neither of  them has a characteristic histological 
appearance. They may belong to the category of  the 
neutrophilic dermatoses.

Though the relationship between Behcet’s disease 
and pyoderma gangrenosum is not referred in diagnostic 
criteria of  Behcet’s disease, the occurrence of  pyoderma 
gangrenosum may be highly relevant with the pathogenesis 
of  Behcet’s disease. 

Figure 1 Painful destructive ulcer of the foot with an irregular margin and a ragged 
overhanging edge (A) and intractable leg ulcer without improvement after oral 
corticosteroid therapy was cured after total colectomy (B).
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Figure 2 Severe inflammation and deep ulcerations of specimens from colon and 
ileum (A) and active colitis with neutrophil accumulation around the ulcer beds (B) 
(HE stain, x100).

Author Year Age Gender Preceding disease Treatment

Munro et al[5] 1988 43 Female Behcet Thalidomide
Lilford et al[6] 1989 40 Female Behcet Steroid
Rustin et al[7] 1990 40 Male Behcet Thalidomide
Armas et al[8] 1992 52 Male Behcet Steroid
Present case 2003 16 Female Behcet Total colectomy

Table 1 Reported cases of Behcet’s disease with 
pyoderma gangrenosum
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