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BIETTI CRYSTALLINE DYSTROPRY
WITH CHOROIDAL CAVERNS

IS this a possible sign of a rare genetic ocular condition?

BY MUSTAFA KAYABASI, MD, AND ALl 0SMAN SAATCI, MD

54-year-old otherwise healthy woman with a
diagnosis of Bietti crystalline dystrophy (BCD) has
been followed by our clinic for 15 years. In her
last routine visit, her BCVA was 20/40 OD. The
anterior segment examination was unremarkable,
and no corneal crystals were found, although we noted
chorioretinal atrophy and a few retinal crystalline deposits
at the posterior pole of her right eye (Figure).
On OCT (Inset), we noticed the presence of choroidal
caverns (red arrows), intraretinal hyperreflective dots
(white arrows), bright plaques on top of the Bruch
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membrane-retinal pigment epithelium (RPE) complex
(green arrows), mild epiretinal membrane, incomplete
posterior vitreous detachment, and parafoveal choroidal
excavation (yellow arrow).

AN UNEXPECTED FINDING WITH BCD

BCD is a rare, genetically determined chorioretinal
dystrophy characterized by intraretinal crystalline deposits
and varying degrees of progressive chorioretinal atrophy,
commencing at the posterior pole. In some cases, there may
also be concomitant corneal crystals.”> OCT findings include




intraretinal hyperreflective dots, bright plaques on top of the
Bruch membrane-RPE complex, outer retinal tubulations,
macular hole, cystoid macular edema, macular neovascular
membrane, and subfoveal neurosensory detachment.>*

Choroidal caverns were first defined by Querques et al in
patients with geographic atrophy.> These are small lesions
within the choroid that appear as circular areas of low
reflectivity, mainly located in the Sattler and Haller layers
of the choroid on OCT sections. Histologic studies have
demonstrated that choroidal caverns are lipid globules and
may represent a common normal physiologic lipid depot
for photoreceptor metabolism.®

Choroidal caverns have been reported in eyes with
pachychoroid spectrum disease, Stargardt disease, Best
vitelliform dystrophy, rod-cone dystrophy, and choroidal
osteoma, as well as in normal eyes.”® To the best of our
knowledge, this is the first reported case of choroidal
caverns in the presence of BCD. m
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