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Background
Sickle cell disease (SCD) is one of the most common inherited haemoglobin disorders1. The craniomaxillofacial dysmorphosis and
malocclusion induced by SCD have been described2,3,4. However, the maxillary protrusion also called sickle cell gnathopathy
remains poorly described in the literature and it is probably underestimated by physicians7. Maxillary protrusion is thought to be
triggered by the chronic hemolytic anemia, this can lead to hypoxemia and cellular hypoxia thereby causing compensatory
erythropoiesis and bone marrow hyperplasia2. The maxilla undergoes an exaggerated reactional development and can have a
major functional and aesthetic consequence in patients, hence carranting orthodontic and surgical correction7. We report the
case of a patient who underwent surgical correction of her sickle cell gnathopathy, and we discuss the preventive measures to
safely undertake the procedure.

BEFORE SURGERY A: Front B: Profile C: Cephalometric analysis on x-ray

AFTER SURGERY: Front E: Profile F: Cephalometric analysis on x-ray

The perioperative measures5,6
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Sickle cell gnathopathy is an unusual maxillary protrusion considered
as the result of a bone marrow hyperplasia induced by chronic
haemolytic anemia. It concern between 20% and 30% patients2. There
appears to be a correlation between the severity of SCD and
craniofacial impairment. The orthognathic surgery must be proposed
tactfully, measured in these patients at risk of severe and acute
decompensation7. It involves the adaptation of the surgical and
anaesthetic parameters.


