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 ABSTRACT 

Bart’s syndrome is characterized by congenital localized absence of skin, congenital epidermolysis bullosa, and 

associated with nail abnormalities. It is an autosomal dominant disorder with variable presentation. We report a very rare 

case of Bart’s syndrome with multiple abnormalities. A male late preterm   born to consanguineous couple, with history of 

similar problem in the elder sibling which died in neonatal period our case presented with absence of skin in scalp, face, 

trunk and extremities. Baby has deformed fingernails and eyes; ears and nose are not well formed. Peg shaped deformity of 

teeth, left multi cystic dysplastic kidney were noted. Baby died on the first day of life.  The diagnosis of Bart’s syndrome 

was made on clinical presentation, family history and skin biopsy. 
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