Pictures & Perspectives

Unilateral Retinopathy from Incontinentia Pigmenti

We present ultrawidefield imaging of unilateral retinal findings in a 54-year-old woman with molecularly confirmed incontinentia
pigmenti and highlight extreme X-inactivation that may occur in this condition. Skin findings depicted atrophic, hypopigmented, bilateral
forearm lesions (A, arrow). The left eye demonstrated widespread retinal pigmentary changes and temporal avascularity (B). Angiography
confirmed temporal nonperfusion (D). The right eye was spared with a normal fundus examination, confirmed with angiography (C).
Genetic testing confirmed a heterozygous partial deletion of IKBKG. (Magnified version of Figure A-D is available online at
www.ophthalmologyretina.org).
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