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Proteus Syndrome
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ABSTRACT. Proteus Syndrome (PS) is a rare hamartomatous syndrome with a
variety of abnormalities. We report a case of a 14 year-old male with PS af
fected with bilateral glaucoma. This is the second case to be reported in Saudi
Arabia.
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Introduction

Proteus Syndrome (PS) is a hamartomatous disorder. It is characterized by multifocal
overgrowth of many tissues including epidermis, connective tissue, endothelium, ad
ipose tissue and bone. This is reflected on the features seen in the patient as hemi
hypertrophy, macrodactyly, skin thickening of the palms and soles, lipomas, verrucous
epidermal nevus, skull and limb bone abnormalities, seizures and ophthalmologic ab
normality.

The name "Proteus Syndrome" was suggested by Wiedemann in 1983[1]. He derived
the name from the Greek god "Proteus" which means polymorph, for his· ability to
change his shape at will to avoid capture. This is to emphasize the wide range of clin
ical manifestations seen in this syndrome. The cause of this syndrome is unknown. It is
regarded as a complex developmental abnormality. Happle suggested that a dominant
lethal gene that survives by mosaicism as a result of an early somatic mutation causes
this syndrome[2].
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