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Detached Schwalbelinein Axenfeld—Rieger syndrome

. . 1b :
Fic 1a, b. Slit-lamp photograph with diffuse illumination showing Fic 2. Clinical photograph showing
megal ocornea, awhite, cord-like structure resting on the anterior enamel hypoplasia

surface of theiris representing detached Schwalbe line with
attached iris strands, iris atrophy and ectropion uveae.

A 6-year-old boy with Axenfeld-Rieger syndrome presented with complaints of watering in both eyes. Hisvisual acuity
was6/36intheright eyeand 6/9intheleft eye, along with anintraocular pressure of 44 mmHg and 18 mmHg, respectively.
Examination reveal ed megal ocornea, awhite, cord-likestructureresting on the anterior surface of theiriswith attachediris
strands representing a detached Schwalbeline, irisatrophy and ectropion uveae (Fig. 1a,b), along with glaucomatous disc
damagein both eyes. Enamel hypoplasiawas seen during general examination (Fig. 2). Theright eye was managed with a
glaucomadrainage implant, whereas medical therapy was commenced in the left eye.

Ananteriorly displaced Schwalbelineor posterior embryotoxonwith attachedirisstrandsformsan essential component
of the Axenfeldanomaly. Disordered neural crest cell migration and differentiation play animportant roleinthepathogenesis
of Axenfeld—Rieger syndrome. The shared origin of Schwalbelineand irisstromamay explain the occurrence of detached
Schwalbe line with attached iris strands. This distinctive finding has been reported sparsely in Axenfeld anomaly and
Axenfeld-Rieger syndrome and represents arare clinical sign of this disease spectrum.?
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