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Williams Syndrome with Ocular Manifestations
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Purpose: To report two cases of Williams syndrome with ocular manifestations

Case summary: A 5-year-old boy who was diagnosed with Williams syndrome visited our hospital for ophthalmic examination.
Best corrected visual acuity (BCVA) in both eyes was 0.6. He had myopic astigmatism and 8 prism diopters of esotropia.
Oval-shaped pupil with a stellate pattern of the iris and increased retinal vascular tortuosity were seen in both eyes. Another case
of an 8-year-old boy with Williams syndrome also had myopia in both eyes. BCVA was 0.7 in the right eye and 0.4 in the left eye.
A stellate pattern of the iris and increased retinal vascular tortuosity were also seen in both eyes.

Conclusions: Williams syndrome, deletion of 7q11.23, has ocular anomalies including a stellate pattern of the iris, refractive er-
rors, amblyopia, and strabismus. Therefore, careful ophthalmic examination should be considered when children are diagnosed

with Williams syndrome.
J Korean Ophthalmol Soc 2017;58(8):1008-1011
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Figure 1. Ocular manifestations in Case 1. (A) A stellate pat-
tern of the iris and oval shape pupil were seen in both eyes. (B)
Retinal vascular tortuosity was noted in both eyes.
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Figure 2. Ocular manifestations in Case 2. (A) Anterior seg-
ment photographs showing a stellate pattern of the iris in both
eyes. A stellate pattern of the iris is characterized by raised tra-
beculae at anterior to the usual stroma of the iris and these ta-
beculae seem to be more radial than normal iris. This pattern
also has been described as ‘lacy or radial pattern’. (B) Retinal
vascular tortuosity was also seen in fundus photographs.
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