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Screening for sickle cell disease in 
children with cleft lip and palate

To the Editor:
We read with interest Crawford and co-workers’ study1 
describing the effectiveness of preoperative screening 
of children for sickle cell disease (SCD) in an ethnic 
group (children of African ancestry). In this part of 
rural and tribal central India, SCD is highly prevalent 
in certain tribal and ethnic groups.2 In regions such 
as ours where patients have limited access to medical 
facilities, the perioperative period may actually be a 
useful time to screen for SCD. Crawford et al. refer 
to the lack of follow-up and parental counselling as 
disadvantages of routine perioperative testing. This 
may be overcome by preoperative efforts to evaluate, 
investigate, and treat and/or follow-up patients with 
anemia by pediatricians or perioperative physicians.

In children presenting for cleft surgery, using ane-
mia as a criterion to screen for SCD is confounded by 
nutritional anemia. In children with cleft lips and pal-
ates, anemia and failure to thrive (FTT) are well known 
complications of deficient dietary intake.3 Our experi-
ence suggests that both anemia and FTT occur con-
comitantly, and that the most severely affected children 
are in the pre-school years. Therefore, in children with 
cleft lips and palates, we screen for SCD when there is a 
disparity between the severity of anemia and FTT (e.g., 
anemia with no FTT) or when there is unexplained 
anemia in  older age groups. Additionally we screen 
these children for SCD if there is severe anemia (hemo-
globin < 5 g·dL-1), past symptoms, clinical features or 
family history of SCD,4 or if  patients belong to the 
above-mentioned indigenous populations.5 

We agree with Crawford et al.’s statement that 
the risk of a well-conducted general anesthetic in 
the asymptomatic child with undiagnosed sickle cell 
disease is probably low, especially when factors that 
precipitate erythrocyte sickling are avoided (anemia, 
acidosis, dehydration, hypoxia, hypercarbia, hypo-
thermia and stress responses). We further note that 
these authors state that perioperative sickle-related 
complications occurred only in patients who had a 
longstanding history of sickle cell disease, and who 
were undergoing surgery (cholecystectomy or sple-
nectomy) for related complications.

Despite these reassurances, further studies are 
required to determine the effectiveness of preopera-
tive screening for SCD in our part of the world (with 
SCD in certain populations) and especially in children 
with a high incidence of nutritional anemia (with cleft 
lips and palates). 
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Reply:
We would like to thank Dr. Eipe et al. for their interest 
and comments on our article on preoperative screening 
for sickle cell disease. As they correctly point out, in areas 
where access to medical facilities is limited and sickle 
cell disease is prevalent, the preoperative period may be a 
useful time to screen for this hemoglobinopathy. This may 
be helpful for long-term health care and counselling, but 
the benefit of such screening with regard to perioperative 
outcome has yet to be established. For the reasons cited 
in our study,1 the potential benefit of universal preop-
erative screening in terms of perioperative outcome is 
questionable in our population. We agree with Dr. Eipe 
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