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WAGRO syndrome: a rare genetic condition associated
with aniridia and additional ophthalmologic
abnormalities.

Ferreira MAT®, Almeida Janior IG?, Kuratani DK*, Rosa RFM*?, Gonzales JFO?, Telles LEB?,
Ferrdo YA*, Zen PRG".

Author information
Abstract

Aniridia is a congenital eye disorder with a variable degree of hypoplasia or absence of iris tissue.
It is caused by loss of function of the PAX6 gene and may be an isolated ocular abnormality or
part of a syndrome. WAGRO refers to a rare genetic condition leading to Wilms tumor, aniridia,
genitourinary anomalies, mental retardation, and obesity and is caused by a deletion of the short
arm of chromosome 11 (11p), where the PAX6 gene is located. Here, we report on an 8-year-old
boy with aniridia, polar cataract, and lens subluxation along with neuropsychomotor and speech
delays. Karyotype evaluation showed an interstitial deletion including region 11p13-p14,
confirming the diagnosis of WAGRO syndrome. In cases of aniridia, a diagnosis of WAGRO

syndrome should be considered.
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Author information
Abstract

PURPOSE:
To present a new surgical technique for treating corneal opacity and aniridia with aphakia and the

results in a small consecutive case series.

METHODS:

A three-piece acrylic intraocular lens (IOL) was attached to a customized silicone iris prosthesis
and fixed with three 10-0 polypropylene sutures in a knotless technique using Z-sutures after
trephination of the recipient cornea. The medical records of all consecutive patients who had

received a keratoplasty and an implantation of an artificial iris and IOL were reviewed.

RESULTS:

Five eyes of five patients were included in the analysis. The mean age of the patients was 46.2
years and the mean follow-up was 24.6 months. The mean best-corrected visual acuity improved
from 1.36 logMAR before surgery to 0.78 logMAR after surgery during the follow-up. At the last

follow-up visit, the artificial iris-IOL complex was well centered with good positioning in all cases.

CONCLUSIONS:

Management of post-traumatic aniridia combined with aphakia and corneal scars or graft failure
by haptic fixation of a foldable IOL on an artificial iris combined with a simultaneous keratoplasty
appears to be a promising approach, which allows to correct a complex lesion with a less

traumatic and faster procedure.
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