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Pictures & Perspectives

Unilateral Retinal Pigment Epithelium Dysgenesis

A 40-year-old otherwise healthy woman was referred for unilateral macular changes. She was asymptomatic and the visual acuity was
20/20 bilaterally. The left macula demonstrated extensive atrophy sparing the fovea, with a scalloped appearance and well demarcated
edges (A). Fundus autofluorescence demonstrated distinct hypoautofluorescence with hyperautofluorescent margins (B). OCT showed
areas of outer retinal and retinal pigment epithelial atrophy with otherwise normal retinal architecture and laminations. Fluorescein
angiography demonstrated a window defect with no neovascularization or other vascular abnormalities (C, D). The right eye was within
normal limits clinically and on multimodal imaging (Magnified version of Figure A-D is available online at
www.ophthalmologyretina.org).
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