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Recurrent visual loss in homozygous sickle cell disease
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disease of the same sex and age,’ though the MCHC
was close to the 95th percentile and the total bilirubin
level above it. The mean cell haemoglobin concentra-
tion, computed from the centrifuged haematocrit,
was 39 g/dl on the day of the original episode, raising
the possibility that cells of a high internal viscosity
and consequently lowered deformability had com-
promised the retinal circulation. It is well recognised
that the red cells in patients with SS disease are
markedly heterogenous, and there is increasing in-
terest in the pathological significance of the dense cell
fraction. Although direct measurements of dense
cells are not available in this patient, the high MCHC
indirectly indicates an increased dense cell fraction.
There were no obvious precipitating factors of the
initial episode, but the second symptomatic episode
occurred while the patient was working at altitude
under cold conditions, both factors known to favour
sickling.

Vessel involvement at the posterior pole in sickle
cell disease presents a spectrum ranging from central
retinal artery occlusion, major branch occlusion,
minor branch occlusion, to perimacular capillary
drop-out and formation of perifoveal avascular
zones. The last are frequently asymptomatic and
without reduced visual acuity,” and impairment of
vision generally becomes more marked with involve-
ment of the larger vessels. The present case illustrates
the transient nature of some occlusions of larger
vessels in sickle cell disease, and this condition should
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be recognised as a cause of transient or intermittent
visual loss.
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