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A rare case of Gyrate atrophy
Muhammad Waseem, Saquib Nacem, M Saleem Bajywa

Abstract

Gyrate awophy is rarely scen in ophihalmological practice. We diagnosed ane sach case in our sei-ap. A muddie aged male presemsed with decrensed
\m‘ﬁmmmdwmmmmnwmydmpimm—dmm Fuadus flsorescean ammograghn
revealed sharp comtrast between normal and abnormal tisspe which was typical charactenstic of changes of Gyraie atrophy. Treammen! mchudes
pyndoxine (vitamin BS) and special diet. Prognosis usually remains poor and is 8 cause of disability. This case was heing reporied for gemeral
awareness.

Introduction

Gyrate atrophy is a rare entity. It is autosomal recessive
bilateral disorder due to deficiency of enzyme
Ornithine aminotransferase. Clinical features usually
start in second decade. Symptoms include decreased
midperipheral visual field leading to night vision
problems, though central visual acuity is spared till late
in the disease course. Fundus shows the gradual
development of patches of well-demarcated, scalloped
atrophy of the pigment epithelium and choriocapillaris
in the midperiphery with characterisic border of
surrounding hyperpigmentation. which evenmally
coalesce together till macula is involved resulting in
decreased vision in later life. Fundus fluorescein
angiography shows hyperfluorescence on the border of
atrophic patch and sharp contrast between normal and
abnormal mnssue. Other ocular changes include mild
cataractous opacities and mild maculopathy in later
stages of the disease. Systemic features are miid which
may include decreased intellect. myopathy and hair
changes. Treatment includes pyridoxine (vitamin Bg)
and special Arginine-free diet which may reduce the
severity of the disease. Prognosis usually remains poor
in later life"™.

Case report

A 50-year-old male presented in eye department PNS
Shifa Karachi with complaint of decreased vision in
right eye of 8 months duration. There was a history of a
trauma to this eyeball of the same period. There was no
other co-morbidity including night blindness.
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Vision in right eye was 6/9. correciable 10 6/6 with
classes and the left eye was /6 unaided Amtenior
;egmemsmmxnnlinbod)cyes.l’upilswm
reactive to light Ocular motility was normal m ail
directions of gaze on both sides. The fundi ocuh
showed patches of well-demarcated. scalloped atrophy
of the pigment epithelium and choriocapillaris with
characteristic border of surrounding hyperpigmentation
in mid-periphery. Optic disc and the macula were
normal (Fig.1). Intraocular pressure was normal on
both eyes. Systemic examination was normal.

On investigation, Fundus fluorescein angiography
showed hyperfluorescence on the border of atrophic
paich and a sharp conirast between normal and
abnormal tssue (Fig2) Patiemt was recommended
tablet Pyredoxin 300 mg and to take Arginine- free
diet He was referred for visual fields. EOG and ERG
and to the laboratory for enzyme assay.

Di -

Gyrate atrophy, also known as essential atrophy of the
choroid, occurs in early adult life is a rare condition”
So far, more than 150 cases have been identified :
approximately one third is from Finland). Ours will be
151th. Patient usually complains of defective might
vision initially but somehow, this was not the
presenting complaint in this case. He amributed his
defective vision t0 the trauma to his right The
characteristic fundus findings and fluorecein
angiographic pictures so typical of Gyrate atrophy were
all present in our patient. Systemic involvement can
occur but there was no such evidence in our patient
The treatment of choice is vitamin B6 and low
Arginine diet but it is yet 10 be shown that modification
of the metabolic control has any influence on the eye
disease®’ .We have started the treatment but so far we
have not got the feedback and so the response could
not be judged.

If started at an early age, long-term substanuial
reduction of plasma ornithine levels may appreciably
slow the progression of the chorioretinal lesions’. We
would like to follow this case at six months interval.
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Figure-1Fundus photograph of the patient
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Figure-2 Fundus Fluorescein Angiographs of the patient

Conclusion

Gyrate atrophy of the choroid and retina is a rare
inborn metabolic disorder whose ocular effects may
occur at any time during the course of the disease. It
should be suspected in any patient who presents v'vnh
subtle beular symptoms in presence of chorioretinal
atrophic patches in mid-periphery and can be
confirmed on fundus fluorescein angiography a{]d
plasma Ornithine levels. Result of the treatment 15
fruitful if detected and treated early in life.
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