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Introductory remarks on the clinical manifestations of Retinitis Pigmentosa type 3 (RP3) disease associated with the X-linked retinitis pigmentosa GTPase regulator (RPGR). 
RPGR pathology presents a broad clinic range of clinical phenotypes depending on the specific mutation.
Clinical fundus appearance is not highly characteristic of a particular form of retinal dystrophy. Clinical features can range from a typical “retinitis pigmentosa” with heavy retinal pigmentation of a rod photoreceptor dystrophy presentation, to a “cone dystrophy” with disproportionate macular involvement, including areolar macular atrophy.  Usually there is peripheral visual field impairment, but in some cases the last remaining vision is the far peripheral retina. 
Functional aspect can follow this range.  However, the cone ERG responses are frequently somewhat reduced by the second decade (light adapted, photopic ERG).  The full spectrum runs from a “cone dystrophy“ with disproportionate reduction of the cone photopic ERG amplitude with relative sparing of the dark-adapted rod responses.
Female gene carriers of this X-linked condition frequently show golden metallic retinal sheen before the third decade, which fades later in life. Function losses are usually modest but can be profound for some carriers.  


