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Epidermal nevus syndrome Is characterized by congenital anomalies affecting mulitiple
body systems, especially the skin, skeleton and central nervous system. A form of
rickets/osteomalacia that is markedly resistant to treatment with vitamin D has been
reported in children with this syndrome. We report the clinical and laboratory
observations in a child with epidermal nevi and severe hypophosphatemic rickets/
osteomalacia. Key words: epidermal nevus syndrome hypophosphatemic vitamin-D-
resistant rickets/osteomnalacia.

Epidermal nevi are organoid nevi arising from the pluripotential germinative cells
in the basal layer of the embryonic epidermis'. The nevi are classified by their
predominant component as sebaceous, verrucous or comedoneous.

The term epidermal nevus syndrome (ENS) refers to the association of epidermal
nevi with congenital anomalies affecting muitiple body systems'3. Synonyms
for this syndrome are Solomon syndrome, linear nevus syndrome or
Schimmelpenning-Feuerstein-Mims syndrome. The most frequent association has
been central nervous system involvement; abnormalities in other organ systems
are seen less frequently. Hypophosphatemic rickets/osteomalacia in ENS has
been reported in recent years, and it has been suggested that vitamin-D-resistant
rickets/osteomalacia is a variant of tumor-induced rickets/osteomalacia*®

Here we present the clinical and laboratory observations in a child with epidermal
nevi and severe hypophosphatemic rickets/osteomalacia.

Case Report

A five-year-old boy was referred to Hacettepe Children's Hospital in 1981
because of vitamin D-resistant rickets. The patient was the first child born to
healthy, unrelated parents with no family history of skin or bone disease. At
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