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Perianal ulcers without genital ulcers: a rare
presentation of Behçet’s disease

DEAR EDITOR, Behçet’s disease (BD) is a systemic

immune-mediated disease characterized by recurrent

oral ulceration, genital ulceration and skin and ocular

lesions. Among these, oral ulceration is the most fre-

quent (93%), followed by skin lesions (81%), genital ul-

ceration (63%) and ocular lesions (37%) [1]. Although

the frequency of gastrointestinal (GI) lesions in patients

with BD ranges from 5 to 25% in East Asia, anal compli-

cations are considered an unusual GI manifestation [2].

Herein, we present a rare case of a patient with BD who

had perianal ulcers without genital ulcers.

A 48-year-old Japanese woman was admitted to our

hospital with a fever, oral aphtha, skin rash, arthralgia, my-

algia and anal pain. She had been suffering from recurrent

oral aphthae since adolescence. Approximately 1 month

before admission, she presented with gastric discomfort

and underwent an upper endoscopy and colonoscopy,

which revealed no specific findings except for gastro-

oesophageal reflux and a colonic polyp. The symptoms re-

solved spontaneously within a month. Nine days before

admission, she developed a fever (temperature >38�C)

and right shoulder and knee arthralgia, followed by skin

rashes, left thigh myalgia and anal pain. She had no other

history, family history, medication or complications.

On admission, she had multiple deep oral aphthae

with severe pain on the tongue, gingiva and buccal mu-

cosa. In addition, erythematous papules, pustules and

small nodules with tenderness were observed on her

face, neck, trunk and limbs (Fig. 1A and B). She pre-

sented with a new-onset perianal ulceration, although

gynaecological examination did not reveal any genital ul-

ceration (Fig. 1C). An ophthalmological examination

revealed no ocular lesions. No gastrointestinal symp-

toms, such as abdominal pain, diarrhoea or bloody

stools, were observed.

Chest and abdominal CT showed no significant findings

suggestive of fever. Blood test results were as follows:

CRP, 19.7 mg/dl; white blood cell count, 12.4� 103/ml; and

increased ESR (42 mm/h). The patient tested negative for

ANCA and ANA. Urinalysis revealed no abnormalities.

Blood culture and serum syphilis test results were neg-

ative, and culture and cytology of the anal ulcers did

not reveal any specific findings. Biopsy of the skin

sample obtained from the erythematous left leg

revealed neutrophil and mononuclear cell infiltration

into the subcutaneous adipose tissue and capillaries,

suggesting erythema nodosum-like histology, as seen

in BD (Fig. 1D). Furthermore, pathological findings

showed fresh thrombus formation in the veins, indicat-

ing thrombophlebitis (Fig. 1E). The patient was HLA-

A24 and -B51 positive. She was eventually diagnosed

with BD because she fulfilled the International Criteria

for BD [3].

Treatment was initiated with 100 mg methylprednis-

olone for 3 days, followed by 30 mg oral prednisolone

administered concomitantly with colchicine.

Hydrocortisone ointment was applied to the perianal

ulcer. The fever resolved on day 2 after starting meth-

ylprednisolone administration, and systemic symp-

toms, including myalgia, skin rash, oral ulceration,

arthralgia and perianal ulceration, improved rapidly; all

symptoms disappeared on day 10. Thereafter, pred-

nisolone was tapered and eventually discontinued,

with no relapse for 3 months.

This case is unique in two respects: first, the patient

presented with only perianal ulcers and without other GI

lesions; and second, without genital ulcers. BD-

associated GI lesions can appear from the oesophagus

to the anus; nonetheless, ileocaecal lesions are more

common, occurring in nearly 70% of cases [4]. Unlike

Crohn’s disease, anal lesions (including anal fissures

and fistulae) are observed in <1% of BD cases.

Although there are a few reported cases of BD with anal

complications similar to those seen in Crohn’s disease

(such as refractory anal fissures and fistulae), the pre-

sent case, with only perianal ulcers, seems distinct from

these cases [5, 6]. Moreover, other accompanying GI

lesions have been reported in previous cases, whereas

the present patient had only anal lesions.

Conversely, Iwama and Utzunomiya [7] reported a

case of BD in which a patient had perianal ulcers with-

out anal fissures, fistulae or other GI lesions. In that

patient, glans penis ulceration was observed, whereas

our patient did not exhibit any genital ulcers, making

diagnosis difficult. According to a report on genital

ulcers in 207 patients with BD, only 8 and 4% of 137

women presented with ulcers in the perineal and peria-

nal regions, respectively, which are considered atypical

locations [8].

Although the time from onset to diagnosis of BD is

long, some patients do not meet the diagnostic criteria

despite the presence of severe organ involvement, such

Key message

. Perianal ulcers without genital ulcers can be a
manifestation of Behçet’s disease.
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as intestinal lesions. In patients with anal lesions only,

as in the present case, BD is not likely to be suspected.

Given that perianal ulcers can be present without other

GI lesions or genital ulcers, the possibility of BD must

be considered during the diagnosis and follow-up of

such patients.
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prominent infiltration of neutrophils (white arrowhead), indicating hallmark features of the erythema nodosum-like le-

sion in Behcet’s disease (Haematoxylin and Eosin stain, �40). (E) Thrombophlebitis in the superficial cutaneous veins

(white arrow): a finding consistent with Behcet’s disease (Haematoxylin and Eosin stain, �400).
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Behçet’s disease with Crohn’s disease-like anal fistulas.
Clin Med Insights Case Rep 2014;7:13–9.

6 Mourad AP, De Robles MS, Winn RDR. Behcet’s
Syndrome resembling complex perianal Crohn’s

Disease. SAGE Open Med Case Rep 2021;9:
2050313X211009717.

7 Iwama T, Utzunomiya J. Anal complication in Behcet’s
syndrome. Jpn J Surg 1977;7:114–7.

8 Senusi A, Seoudi N, Bergmeier LA, Fortune F. Genital
ulcer severity score and genital health quality of life

in Behcet’s disease. Orphanet J Rare Dis 2015;
10:117.

Letter to the Editor

https://academic.oup.com/rheumap 3




