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" Gyrate atrophy of the choroid and retina Is characterized by autosomal recessive .
inheritance, progressive chorioretinal atrophy beginning in late childhood, and -
hyperornithinemia with ornithinuria caused by deficient ornithine aminotransferase
activity. In this paper, four patients with gyrate atrophy are described. All patients had
visual impairment, mental retardation, hyperornithinemia, hypolysinemia, ornithinuria
-and lysinuria. The first case had hypermetropic astigmatism In contrast to other
reported gyrate atrophles. :

- These are the first reported cases from Turkey, but gyrate atrophy may not be rare
in Turkey since the frequency of some other metabolic disorders has also been reported
to be high. It is suggested that gyrate atrophy must be considered In all patients with

} chorloretlnal atrophy. Key words: gyrate atrophy, hyperornithinemia.

Gyrate atrophy of the choroid and retina is a rare, autosomal -recessive mhented
form of progressive chorioretinal degeneration beginning in late childhood™®,
A relationship between this disease and increased plasma ornithine levels was
. first reported in 1973, and then it was considered an inborn error of metabolism’,

The major clinical feature is a slowly progressive loss of vision leading to
blindness, usually by the fourth decade of life'. Myopia and decreased night
vision are early symptoms, usually already present in childhood'®. The earliest
ophthalmologic finding is small, yellowish ‘dots’ in the midperiphery of the ocular
fundus, which gradually enlarge to .circular areas of chorioretinal degeneration.
These lesions enlarge and extend toward the posterior pole of the fundus. This
is associated with constriction of visual fields, usually in the second decade of
life. Virtually all patnents develop cataracts ln the late second or third decade

and need surgery'®

More than 100 blochemlcally confirmed cases of gyrate atrophy have been
reported!. Here we report four patients with gyrate atrophy, the first reported
cases in our country.
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