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Descemetocele in Axenfeld-Rieger syndrome:
An unusual presentation
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A 32-year-old male, presented to our facility with descemetocele
in the right eye with best corrected visual acuity (BCVA) recorded
as finger counting close to face. An unperforated descemetocele
(2.5 mm diameter), located at the temporal edge of a leucomatous
corneal opacity (Figure 1A), was managed with a bangage contact
lens placement performed under systemic antiviral therapy. Pa-
tient responded well with BCVA of 6/36 with contact lenses, on 6th
week follow-up. The left eye demonstrated features of polycoria,
iris hypoplasia, bridging iris strands, a vascularised corneal opac-
ity, posterior embryotoxon (Figure 1B), iridocorneal synechiae
(on gonioscopy) and systemic features—microdontia, midfacial
hypoplasia supported the diagnosis of Axenfeld-Reiger syndrome
(ARS). [1,2] ARS is known to have associations: glaucoma, aniridia,
microcornea. [3-5] Descemetocele is an unreported finding in ARS.
A possible viral etiology helps explain few features of corneal and

iris involvement in ARS. [6]
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Figure 1: Axenfeld-Rieger syndrome presenting with (A) Right eye:
descemetocele (black arrow) seen at the temporal edge of leucoma-
tous corneal opacity (white star), which was managed with bandage
contact lens placement (yellow arrow) and (B) Left eye: Polycoria
(white asterisk), iris hypoplasia (black asterisk), iridocorneal adhe-
sions (yellow asterisk) and posterior embryoton (white arrow) and
vascularised corneal opacity (black arrow)
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