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CIntroduction &

INTRODUCTION

Sickle cell disease is an inherited autosomal recessive
hematological disease caused by a single point mutation in the
beta globin gene that results in the formation of abnormal
hemoglobin (HbS). Patients may inherit two sickle genes
resulting in HbSS genotype (sickle cell disease), or one sickle
gene in combination with a beta globin gene variant resulting in
HbSC (sickle cell trait) or HbSb thalassemia genotype (Fox et
al., 1990). Under states of deoxygenation, this abnormal
hemoglobin aggregates resulting in sickling of the erythrocytes
in which they acquire a rigid elongated form that can disrupt
the blood flow in small vessels and cause vascular occlusions
(Ware et al., 2017). These vascular occlusions can occur
anywhere in the body resulting in various systemic
manifestations.

Microvascular insults that occur in the eye result in
sickle cell retinopathy. Vaso-occlusion of the retinal vessels
leads to ischemia and may trigger the production of vascular
endothelial growth factor (VEGF) resulting in pathologic
neovascularization. This can cause vision loss due to vitreous
hemorrhage, traction retinal detachment, retinal wvascular
occlusions or neovascular glaucoma.




