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Figure 1: (a) Color photograph showing saccular angiomatous lesion with bunch of grapes appearance just above the disc. (b) Fundus fluorescein 
angiography of the lesion showing hypofluorescence in early phase. (c) Fundus fluorescein angiography showing pooling of dye in upper half of 
saccule in late phase giving an appearance of “fluorescein cap”
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Atypical superior iris and 
retinochoroidal coloboma

A 38‑year‑old female presented with complains of right eye 
defective vision since childhood with best corrected visual 
acuity right‑eye 6/9 and left‑eye 6/6. Right‑eye anterior segment 
showed superior iris coloboma with fundus showing atypical 
superior retinochoroidal coloboma [Fig. 1]. Presence of typical 
iris and retinochoroidal coloboma is a relatively common 
finding resulting from the failure of the choroidal fissure closure 
during embryogenesis.[1] Atypical superior coloboma of iris and 
retinochoroid layer is a rare condition.[2,3] Recently, a study has 

Williams & Wilkins; 2008. p 382‑9.
2.	 Gass  JD. Cavernous hemangioma of the retina. A neuro-oculo-

cutaneous syndrome. Am J Ophthalmol 1971;71:799‑814.
3.	 Shanmugam PM, Ramanjulu R. Vascular tumors of the choroid 

and retina. Indian J Ophthalmol 2015;63:133‑40.

proposed that superior retinochoroidal coloboma results from 
defective closure of superior ocular sulcus  (a structure not 
defined in conventional model of ocular development) which 
results from the variation in gene encoding the type 1 bone 
morphogenetic protein (Bmp) receptor (BMPR1A) and T‑box 
transcription factor 2(TBX2).[3] To our knowledge, this is the 
first case describing coexistence of superior colobomas of both 
iris as well as retinochoroid, and hence, supports the role of 
defective closure of superior ocular sulcus in the pathogenesis.
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Figure 1: (a) right eye pharmacologically dilated pupil with deficient iris tissue supero-temporally; (b) retino-choroidal coloboma, supero-temporal 
to optic disc with well demarcated pigmented margins
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