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Abstract

We investigated Japanese Leber’s hereditary optic
neuropathy with A to G transition of nucleotide
position (nt) 11778 of the mitochondria DNA (mt-
DNA). Genetic and clinical data of 89 cases (79
families) were obtained from 64 Japanese institutes.
The male-to-female ratio in the affected was 82:7
(92.1% male). The age at onset of visual loss ranged
from 7 to 59 years (mean 23.4 years). All cases were
bilateral except for one bhlind eye which had suffered
from the ocular infection in childhood. Onset inter-
val between the two eyes ranged from simultaneous
to 17 months (mean 2.5 months) and was under 6
months in 91.39%, of the cases. Visual acuity was 20/200
or worse in 152 out of 177 eyes (85.9%) and over 20/
40 in only 6 eyes. Progression of visual loss ranged

from 0 to 48 months (mean 6.2 months). Central
visual field abnormality was observed in 162 out of
168 eyes (96.4%). Nonsuspect fundus at the ophthal-
moscopic examination was seen in 22.89; of the
cases. A Corticosteroid was given in 45 out of 85
cases (52.9%), but visual acuity was improved in only
2 cases (4.4%). Arrhythmia, and neurological and
muscular abnormalities were observed as rare gene-
ral complications. (J Jpn Ophthalmol Soe 99:721
—727, 1995)

Leber’s hereditary optic neuropathy,
Mitochondrial DNA, 11778 mutation,
Multi-institutional trial, Clinical fea-
ture
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