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INTRODUCTION

Posterior microphthalmos is a rare type of microphthalmos that disproportionately affects the posterior
ocular segment with normal external appearance of the eyes. High hyperopia and an clevated

papillomacular retinal fold are the main findings in such patients."> Other abnormalities associated with
this syndrome have been described, including absence of the capillary-free zone, retinal striae,
chorioretinal folds, uveal effusion, pigmentary retinal dystrophy, pscudopapilledema, and a macular hole

No associated systemic abnormalities have been described, and an autosomal recessive mode of inheritance
has been postulated.'?

The aim of this study was to analyse electroretinographic changes in the eyes of patients with posterior

microphthalmos.

MATERIAL AND METHODS

Thirty-four eyes of 17 patients with posterior microphthalmos were included in this study. The mean
patient age was 20.3 & 12.3 years (range, 5-43 years). There were 3 sporadic cases and siblings from 7
different families. Nine of 17 patients (52.9%) were males and 8 (47.1%) were females (sex ratio: 1.1).
Inclusion criteria were:

* Bilateral foreshortening of the posterior ocular segment (range, 7-11.2 mm).

i = Normal or slightly smaller than normal anterior segment dimensions

E * High hyperopia (range, + 12.00 - +19.00 diopters).

|

= No associated ocular or systemic abnormalities.
All patients underwent ophthalmic evaluation that included measurement of best-corrected visual acuity,
slit-lamp examination, applanation tonometry, cycloplegic refraction, ophthalmoscopy, fundus
photography, fluorescein angiography, and A-mode and B-mode ultrasonographic examination.
All patients underwent a standard flash electroretinography according to a modified protocol of the
International Society for Clinical Electrophysiology of Vision (ISCEV)* on a 7000B Metrovision
instrument. Electroretmographlc values were compared with a group of 200 healthy subjects.
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Findings Eyes (n=34) (%)
Elevated papillomacular retinal 30 88.2
fold
Absence or reduction of the 34 100
capillary-free zone
Chorioretinal folds 20 58.9
Retinal folds 12 353
Crowded optic disc 34 100
Pigmentary retinal changes: 16 47
= Retinitis pigmentosa 12 35.2
= Pseudoretinitis pigmentosa 4 11.8
related to uveal effusion
Uveal effusion 4 11.8
Sclerochoroidal thickening 34 100
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