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INTRODUCTION: Hailey Hailey's Disease is a rare autosomal dominant acantholytic
disorder which recurs with remitting and relapsing episodes. The defect in ATPC2 gene
leads to calcium channel dysfunction, which causes a lack of adhesion in epidermal
keratinocytes in the spiny layer. A case of Hailey-Hailey disease is presented as well
molecular genotype advances in Mexican population. 

CASE: A 38-year-old Mexican woman presented to our center referring itchy erythematous
macules mainly in flexural areas, accompanied by intermittent bleeding. Clinical examination
exhibited erosions and flaccid blisters of serous content. She had a previous medical history
of multiple antifungal and antibiotics, without any improvement. Through the interrogation
she declared other family members, affected by the same condition. A biopsy was taken
and the pathological study revealed incomplete epidermal acantholysis, forming dilapidated
brick wall appearance, confirming the diagnosis. The patient was managed with oral
Prednisone at low doses and topical emollients. Presenting a noticeable clinical
improvement within 6 weeks of treatment.  

DISCUSSION: In our center, a retrospective study of a period of 54 years (1955-2009) was
conducted, finding 70 cases of Hailey Hailey disease, predominating in female population
(54%), and in the 4th decade of life. In 2013 another study was conducted, the
histopathological and molecular findings of patients with PCBF were analyzed. A
replacement type mutation at position 75353, was founded. This change in the genome
sequence has not been previously described and represents a polymorphism in Mexican
population.

CONCLUSION: Hailey Hailey disease, significantly affects patients quality of life, given the
chronicity and relapsing feature of the disease its manage represents a challenge.
Fortunately, genetic studies such as the presented open up hope for a future therapeutic
option.
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