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Summary 

Varier disease is a rare autosomal dominant genodermatosis with onset in the first two decades of life. The classical form of 

Varier's disease is described in the literature as a persistent eruption of keratotic, hyperpigmented or red-brown papules with 

distribution in seborrheic and intertriginous areas. Although the severity of the pathology is variable, it usually has a chronic 

course with frequent exacerbations. We report on the case of a 41-year-old patient with Darier's disease with a typical pattern, 

moderate involvement and with a family medical history of Darier disease in a first-degree relative. Although clinically, the 

differential diagnosis can pose some problems, requiring the exclusion of other pathologies with a similar distribution, such as 

Hailey-Hailey disease or Grover's disease, the morphopathological diagnosis is the one of certainty in this situation. We 

emphasize the therapeutic challenges, since Darier's disease does not have a curative treatment, and remissions are frequent. The 

emphasis in this presentation is on the favorable therapeutic response, despite the low compliance, the anxious character and the 

psychosocial deterioration that impacted the patient's life along with the evolution of the disease. 
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Introduction 

Darier disease, known by many other names 
(Darier-White disease, follicular keratosis, folli­
cular dyskeratosis), is a rare autosomal dominant 
genodermatosis whose onset is usually achieved 
during puberty [1][2]. It has a chronic and 
persistent course with exacerbations induced by 
exposure to the sun, heat, friction or infections 
[l]. With a prevalence of 1-4 per 100,000 people, 
the pathology has no ethnic predisposition, being 
able to affect all races and both sexes equally [l]. 
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Etiopathogenically, Darier disease is characte­
rized by mutations in the ATP2A2 gene resulting 
in dysfunction of the intracellular calcium 
ATPase SERCA2 with electrolyte accumulation in 
the cytosol [2][3]. Excessive intracellular calcium 
will cause acantholysis and apoptosis [2]. The 
classical form of Darier's disease is described in 
the literature as a persistent eruption of keratotic, 
hyperpigmented or red-brown papules with a 
tendency to confluence, with a predominant 
distribution in seborrheic and intertriginous 
areas [4]. Other manifestations can be repre-
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