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Abstract (300 word limit)
A 30 year old lady was referred for assessment of an itchy rash of 4 years duration which initially started in the pre-sternal area and over time involved the right sub-mammary fold.  The main aggravating factor was heat and it had flared during a recent pregnancy.  Topical steroids, oral and topical anti-fungal therapy was ineffective.  Examination revealed multiple scaly erythematous papules some of which coalesced into plaques clinically suggestive of localised Darier’s disease (DD).  A skin biopsy showed supra-basal clefting of the epidermis with occasional dyskeratotic corp ronds cells.  
DD is an uncommon autosomal dominant disorder with complete penetrance and variable expression.  It is caused by mutations in the ATP2A2 gene which encodes the sarco/ endoplasmic reticulum calcium pumping ATPase (SERCA2).  A localised form of the disease (of which two types exist)1 was first described by Kreibich in 1906 and ~10% of cases display a pattern following Blaschko’s lines2.  This has also been termed zosteriform/ linear/ segmental DD and is considered a genetic mosaic of generalised DD resulting from a post-zygotic somatic mutation in early embryogenesis.  Patients with the localised variant usually develop skin lesions in the third or fourth decade of life, usually have a negative family history and do not display the other classic features of DD3.  Exacerbations during pregnancy have been reported3.  Treatment options include: emollients containing urea or lactic acid, topical retinoids and ablative fractional laser resurfacing. 
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