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Analysis of retinal degeneration caused by dysfunction of ubiquitin proteasome
system
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Recent studies have revealed that ubiquitin proteasome system (UPS) dysfunction
is involved in the pathogenesis of systemic neurodegenerative diseases such as Alzheimer’ s disease. In
ocular diseases, retinitis pigmentosa (RP) is a heterogeneous group of inherited retinal
neurodegenerative disorders characterized by progressive degeneration of photoreceptors. Therefore,
whether impairment of UPS function also causes RP has been of great interest.

In the present study, using an animal model of decreased proteasomal activity (B 5t-Tg mice) we
demonstrated that i) decreased function of proteasome causes retinal degeneration in vivo, largely
attributed to photoreceptor cell death, and ii) photoreceptor cells are vulnerable to the functional
disturbance of proteasome in the retina. The current data raise an interesting question regarding the

impact of proteasome dysfunction in the pathogenesis of RP.
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