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Background : Hailey-Hailey disease is a rare inherited acantholytic skin disorder
characterized by heterogeneous clinical presentation. Its differential diagnosis might be
wide, including other genodermatoses, inflammatory, and infectious skin diseases. Although
histopathology remains as diagnostic gold standard, non invasive techniques such as
dermoscopy may assist clinical examination. 
We report the case of a patient with extensive histologically proven Hailey–Hailey disease.

Observation: A 52-year-old man presented with a 4-year history of a painful erosive
extented rash, evolving in thrust / remission. The physical examination revealed
erythematous and irregular annular plates with a vesiculopustular and crustal border
affecting the trunk and the large folds. Dermoscopy of a cutaneous lesion revealed a
combination of pink and white areas, pink furrows and white areas present in a cloud-like
arrangment, crumpled fabric appearance of the vesiclopustules and polymorphous vessels
including glomerular and linear-looped or “spiral” vessels with a predominant peripheral
distribution. Scale crusts and erosion were also observed. Dermoscopy of the nail shawed
a longitudinal white band, Longitudinal red band and Irregular lunular border. The histologic
examination revealed acantholysis of the whole epidermis, giving the classic description of a
dilapidated brick wall, with acanthosis and dyskeratosis.
With the support of all these fundings, the diagnosis of Hailey-Hailey disease was made.

Key message: Hailey-Hailey disease is a rare bullous disorder characterized by the
development of flexural erosions, blisters, and warty papules. The clinical recognition might
be generally easy, but in some cases with unusual presentation like our case, dermoscopy
can be very helpful for diagnosis.
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