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A 77- year- old woman presented with a 2- year history of 
anal pruritus. Physical examination revealed a lichenoid 
lesion around the anus with multiple white papules and 
erosions (Figure  1). There were no other similar lesions 
elsewhere on the body. There was no nail, mucosal, or 
scalp involvement. There was no family history of similar 
lesions. A biopsy from the perianal region was performed. 
Histology showed prominent suprabasal keratinocytes ac-
antholysis in the epidermis giving a dilapidated brick wall 
appearance with hyperacanthosis and focal parakeratosis. 
Direct immunofluorescence examination was negative. 
Therefore, the lesions were diagnosed as Hailey– Hailey 
disease (HHD). The lesions resolved after topical cortico-
steroid treatment. Relapse occurred after the discontinua-
tion of the treatment.

Hailey– Hailey disease is an autosomal dominant dis-
order. The disease is caused by a mutation in the calcium- 
dependent adenosine triphosphatase ATP2C1 gene 
resulting in defects in keratinocytes adhesion.1 Clinically, 
it manifests with flaccid vesicles or bullae leaving macer-
ated or crusted erosions. The lesions are commonly located 
in intertriginous areas. Unusual presentations include 
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Abstract
The anal region is an unusual site of Hailey– Hailey disease. It manifests with 
lichenoid lesions with crusted erosions around the anus. It should be differenti-
ated from condylomata acuminata, extramammary Paget disease, and bowenoid 
papulosis.
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F I G U R E  1  White smooth papules and erosions around the 
anus
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segmental, extensive, mucosal, genitoanal, and photo- 
exposed area involvement.2 In the anal region, the lesions 
may be misdiagnosed as condylomata acuminata, extra-
mammary Paget disease, or bowenoid papulosis. Histology 
shows acantholysis and dyskeratosis. Treatment of perianal 
HHD can be challenging. Regular defecation, diarrhea, and 
humidity in the anal region gave rise to a chronic course of 
HHD. Topical corticosteroids and tacrolimus may be effec-
tive in some mild cases of perianal HHD. Other modalities 
such as surgical resection or ablative laser can be useful in 
recalcitrant more extensive diseases.
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