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1.0 Background 

Priapism, a painful, prolonged (>30 minutes) erection of the penis, has been found to occur at least once in 75% 
of males with sickle cell anaemia before the age of 21 years. There are two bimodal peaks (ages 5–13 and 21–
29y). In a majority of cases, priapism occurs during early-morning sleep and awakens the patient. Sexual activity 
is a precipitating event in approximately 20% of cases; however, in 40% of cases no provoking event is identified. 
Priapism occurs in two forms: stuttering, which lasts 2h or less, and severe, which lasts more than 2h and may 
result in impotence. 

The pathophysiology of priapism in sickle cell disease remains elusive. It is thought that the relative stasis of 
blood within the corpora during normal erection decreases the oxygen tension and pH, both circumstances 
conducive to sickling. Sickling of RBCs and sludging of blood within the corpora leads to further hypoxia and 
acidosis, which in turn promotes further sickling. 

Eventually an inflammatory response is elicited, resulting in fibrosis; it is this that ultimately is responsible for 
impotence. Priapism is more common in patients with SS disease but can also occur in those with SC disease or 
Sß thalassemia. 

The best treatment for priapism in patients with sickle cell disease is not known. Analgesia and hydration are of 
benefit, but the role of transfusion (if any) or surgery is not clear. Positive prognostic predictors in priapism include 
being prepubertal, early presentation, and early treatment. In managing priapism, one should distinguish 
stuttering priapism from the severe form. In stuttering priapism, no specific intervention is required for a single 
episode: Simple treatments such as hydration, warm baths, and analgesics are usually sufficient to end it. Severe 
or prolonged events (>2h) are to be considered emergencies requiring prompt medical intervention. 
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2.0 Clinical Practice Guideline 

 
 

PRINTABLE VERSION  

https://sickkidsca.sharepoint.com/sites/Policies/SickKidsDocuments/CLINS220/Priapism%20Care%20Pathway%202021%20FINAL.pdf
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