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A Case Report of Ichthyosis Lamellar Syndrome
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Abstract

Introduction: Ichthyosis lamellar syndrome is a rare genodermatosis and in most families is
inherited as an autosomal recessive trait because of transglutaminase-1 deficiency.

Case Report: Our patient was a6 year old girl and she was the result of consanguinity. She had
large plate-like scales. The scales had mosaic-like pattern and erythroderma was absent.
Tautness of her facial skin was associated with ectropion and eclabion and hypoplasia of
auricular cartilages. She had scarring alopecia because of taut skin (specially at the periphery
of scalp). She also had palmoplantar keratoderma and secondary nail dystrophy and thanked
nails. Her parents also gave us the history of heat intolerance and it is because of interaepi-
dermal constriction of sweat ducts. Our patient had the history of recurrent ear infections and
it is because of accumulation of scalesin the externa ear.

Conclusion: Our patient underwent a biopsy and based on our clinical findings her diagnosis

was lamellar ichthyosis.
(Sci J Hamadan Univ Med Sci 2014; 21 (1):76-79)
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