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Fig.3 Composite fundus picture of the right eye of proband in 1982. Late arteriovenous phase of fluorescein angiogram.
Note peripheral pigmented lines. Because of deep set eyes the far periphery could not be photographed.

Fig.4 Schematic drawing of
pigmented lines in the same eye as
seen by indirect ophthalmoscopy.
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Pigment epithelial pattern dystrophy: a peripheral type

Although they were slightly autolytic, no pigment
abnormalities were seen.

There are findings that do not exactly fit in with the
diagnosis of pattern dystrophy of the RPE. Although
the standing potential of the EOG was low, there was
still a good light rise. Moreover the dark adaptation
curve and the delayed latencies on testing the VEP
were abnormal. The VEP abnormalities, however,
have been mentioned more often in patients with
MPS II" and probably are due to accumulation of
mucopolysaccharides in the optic nerve, resulting in
blurred discs.

We have found no reports of pattern dystrophies in
patients with MPS II. Moreover the four patients
we have examined had no pigmentation in the
periphery. It may be possible that in some of these
patients, who are sometimes difficult to examine,
pigmentations in the fundus periphery have been
overlooked. On the other hand we believe that up till
now there is insufficient support for the suggestion
that the fundus pigmentation in our proband with
MPS I1 is more than a coincidental finding.

We would like to thank C B Schotel and T Put for their art work and
Mrs C H M Muijlwijk-Planting and Mrs M A T Booth-
Hoppenbrouwers for their sccretarial help.
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