FIGURE 32-18 Retinitis pigmentosa with black clumps of pigment known as
“‘bone spicules.” The patient had peripheral visual field loss with sparing of central
(macular) vision.

Leber’s congenital amaurosis, a rare cone dystrophy, has been
treated by replacement of the missing RPE65 protein through gene
therapy, resulting in slight improvement in visual function. Some
forms of retinitis pigmentosa occur in association with rare,
hereditary systemic diseases (olivopontocerebellar degeneration,
Bassen-Kornzweig disease, Kearns-Sayre syndrome, Refsum’s
disease). Chronic treatment with chloroquine, hydroxychloroquine,
and phenothiazines (especially thioridazine) can produce visual loss
from a toxic retinopathy that resembles retinitis pigmentosa. Patients
receiving long-term treatment with hydroxychloroquine require
regular eye examinations to monitor for potential development of a
bull's eye maculopathy.

Epiretinal Membrane This is a fibrocellular tissue that grows across
the inner surface of the retina, causing metamorphopsia and
reduced visual acuity from distortion of the macula. A crinkled,
cellophane-like membrane is visible on the retinal examination.



