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The Management of Priapism in Children and Adolescents with Sickle 
Cell Disease 

 
This guideline is intended for paediatricians caring for children with Sickle Cell Disease (SCD)... 

The urgent need to deal with priapism must be recognised, and delays avoided by ensuring urgent 
referral to the paediatric urology team at the Evelina. (Or appropriate local team in some children 

>13) 
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Definition/Background  

Priapism is a pathological condition of persistent and often painful penile erection that is beyond or 
unrelated to sexual interest or stimulation. In sickle cell disease, it is typically an ischaemic condition and 
may be classified as follows: 

a)  Prolonged; a single episode lasting more than four hours. This is a urological emergency. 

b) Stuttering, if there are repetitive and painful episodes. The duration and frequency of these events are 

variable. Priapism can last anywhere from a few minutes to a few hours; stuttering episodes may recur 
and/or develop into more prolonged episodes.  

Priapism is common in sickle cell disease and as many as 90% of males with SCD will have experienced 
one or more episodes by the age of 20 years. Priapism in SCD is due to vaso-occlusion, which causes 
obstruction of the venous drainage of the penis, as opposed to high flow priapism which can be common in 
other conditions. Prolonged priapism is an emergency that requires urologic intervention. 

 

Psychosocial and Counselling Aspects of Priapism  

From early childhood, male patients need to know that priapism is a complication of SCD and that they 
should tell their parents or other appropriate adult if it occurs. Parents and children should be given the 
information leaflet on priapism in the first year of life and again aged 11-12 years. If untreated, priapism can 
result in erectile dysfunction. It often occurs at night and it can be triggered by a number of factors such as 
having a full bladder or sexual activity. Recurrence can sometimes be prevented by the use of medication. 

 
 
 

Evaluation and Treatment  

PROLONGED PRIAPISM IS AN EMERGENCY AND REQUIRES URGENT ASSESSMENT AND 
TREATMENT. 

 Document the time of onset of the episode. 

 Identify any precipitating factors, such as trauma, infections, or the use of drugs e.g., alcohol, 
psychotropic agents, sildenafil, testosterone, cocaine.  

 A careful physical examination should reveal a hard penis with a soft glans. If there is a full bladder, 
encourage micturition and consider catheterisation. 

 If time allows, Doppler ultrasound may be used to confirm ischaemic priapism 

The aim of therapy is to relieve pain, terminate the erection and preserve future erectile function.  

The patient should be offered prompt analgesia. They should be kept NBM and started on maintenance IV 
fluids, in preparation for urgent surgical intervention necessary if the priapism has persisted for more than 4 
hours.  
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Patient Pathway for Priapism Lasting more than 1-2 hours 

 Contact the Paediatric Urology team at Evelina Hospital urgently. The Paediatric Urology SpR can 
be contacted via the Evelina Hospital switchboard Monday-Friday, 9am – 5pm (020 7188 7188, 
bleep 1103). Outside these hours contact the paediatric surgical registrar (020 7188 7188 bleep 
2505). The urology consultant can be contacted via switchboard. 

  The patient will be admitted under the Paediatric Urology team  

 The paediatric haematology team at Evelina Hospital should also be informed. They can be 
contacted via the Evelina Hospital switchboard Monday-Friday, 9am – 5pm (020 7188 7188 Bleep 
0339). Outside of these hours contact the on call haematology SpR (020 7188 7188 Bleep 0294). 
The paediatric haematology consultant at the Evelina should also be made aware of patients 
transferred out of normal working hours.  

 Queen Elizabeth Hospital and University Hospital Lewisham patients <13 years old are referred to 
the Evelina as above. Patients > 13 years old are seen by the urologists at Queen Elizabeth 
Hospital 

 

 While waiting to transfer to Evelina Children’s Hospital, the patient should be given intravenous 
fluids, adequate analgesia, and be kept nil-by-mouth. 

 Surgical Intervention should not be delayed by either medical treatment nor the provision of blood 
products, except in case of repeated, major surgical procedure. 

 Blood transfusion will not normally be necessary before any urgent urological surgical procedure, 
but may be appropriate in patients with a history of acute chest syndrome, or post-anaesthetic 
problems. 

 The initial treatment is usually penile aspiration and irrigation with a adrenoceptor agonist. If this 

does not relieve the priapism, shunting procedures may be necessary. This plan is determined by 
the Urologist. 

 If priapism recurs and further surgery required, an exchange blood transfusion may be necessary 
before the second anaesthetic, if this has not taken place already. 

 Complications of priapism and treatment include bleeding from the holes placed in the penis as part 
of the aspiration or shunting procedures, infections, skin necrosis, damage or strictures of the 
urethra, fistulae, and impotence.  

 If impotence persists for 12 months, the patient may be referred to the andrology team at Guy’s for 
consideration of implantation of a semi-rigid penile prosthesis.  

 Patients should be given a follow-up appointment with one of the paediatric urology consultants at 
Evelina Hospital, following discharge.  
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Future Prevention  

Etilefrine is first line treatment. It is unlicensed, but available via pharmacies at KCH and ECH. We advise 

the following with respect to use of this treatment: 

· Monitor BP after one week, and then 4 weekly as etilefrine can cause hypertension, tachycardia   

· Caution in cerebrovascular disease  

· Aim to assess response over a period of 4 weeks initially  

· Aim to withdraw gradually if the episodes of priapism fully resolve  

If further episodes of stuttering or fulminant priapism occur despite Etilefrine, alternative treatment 
such as hormonal agents may be considered, in discussion with the paediatric urologists (see below). 
These are non-formulary drugs and require a Chairman's action request with supporting evidence in 
order to prescribe them. 

 

Pseudoephedrine can be considered as second line therapy if Etilefrine is not available or not tolerated. 

If further episodes occur despite Etilefrine, other options include: 

Leuprorelein acetate is a gonadotropin-releasing hormone analogue that suppresses the hypothalamic-

testicular axis and the production of testosterone, used with some degree of success.  

Stilboestrol could abort episodes of priapism and smaller doses can be used to prevent recurrence.  

 

Long-term Management  
Patients should be referred to Paediatric urology 
Consultant Paediatric Haematologist to discuss with Consultant Paediatric Urologist Arash Taghizadeh 
 

Other information 

 
Patient Information leaflet:  
Priapism (painful erection) associated with sickle cell Disease 
 
 

http://gti/staffguide/patient-information/approved-leaflets/depts_c-d/childrens.aspx
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Acute Management Algorithm of Priapism 

 

 

 

 

 

 

 

 

 

 

 

 

 

 
 
 
 

 

 

History and examination 

consistent with priapism  

If symptoms <2 hours: 
- Oral analgesia, 
- Advise patient to drink fluids, 

- Encourage patient to urinate as 
soon as priapism begins, 

- Measure such as walking and 

warm baths may also help. 

If symptoms > 2hours notify: 
- Paediatric Urology 
- Paediatric Registrar 

- Sickle Cell Team 
 

Gain IV access and perform FBC, film, 
reticulocyte count, CRP and group & 
save. Doppler USS is useful but should 

not delay ongoing treatment. 

Ensure nil by mouth and start IV fluids. 
Consider blood transfusion in those 
deemed to be high risk from GA 

Ensure that family is aware that if 
symptoms last for >2 hours they need to re-
present to A&E. 

Ensure adequate analgesia. Link to pain 
guidance/ sickle cell pain  

IV morphine usually required. 

Plan for surgical intervention is 
determined by the Paediatric Urology 
team and should not be delayed by any of 

above 



 

DISCLAIMER: This guideline is for information purposes only and is not inte nded to inform any individual clinical 
decisions.  
 
STSTN and its members do not accept any responsibility for outcome of clinical decisions made as a result of reading 
these guidelines. All guidelines have been peer-reviewed and agreed to be published by the relevant lead 
consultants in the network. 
 

References 

1. Emond, A., Holman, R., Hayes,J. & Serjeant, R. Priapism and impotence in 
homozygous sickle cell disease. Arch Intern Med. 1980; 140(11): 1434-1437. 

2. Burnett, A. & Bivalacqua, J. Glucose-6-phosphate dehydrogenase deficiency: an 
etiology for idiopathic priapism? J Sex Med. 2008: 5(1): 237-240. 

3. Prabhakaran, K., Jacobs, L., Smaldone, M. & Franks, M. Stuttering priapism 
associated with hereditary spherocytosis. Can J Urol. 2007: 14(5): 3702-3704. 

4. Anele, U., Le, B., Resar, L. & Burnett, A. How I treat priapism. DOI10.1182/blood-2014-
09-551887 

5. Broderick GA. Priapism and sickle-cell anemia: diagnosis and nonsurgical therapy. J 
Sex Med. 2012: 9(1):88-103. 

6. Donaldson, J., Rees, R., Steinbrecher, H. Priapism in children: a comprehensive 
review and clinical guideline. Journal of Pediatric Urology. 2014: 10: 11-25. 

7. Jesus, L., Dekermacher, S. Pripismin children: review of pathophysiology and 
treatment. Journal of Pediatric (Rio J). 2009: 85: 194-200.  

8. Olujohungbe, A. & Burnett, A. How I manage priapism due to sickle cell disease. British 
Journal of Haematology. 2013: 160: 754-765. 

9. Carache, S. Pharmacological modification of haemoglobin F expression in sickle cell 
anemia: an update on hydroxyurea studies. Experimentia, 1993: 49: 126-132. 

 
 

 

 

 

 

 

 

 

 

 

 

 
 



 

DISCLAIMER: This guideline is for information purposes only and is not inte nded to inform any individual clinical 
decisions.  
 
STSTN and its members do not accept any responsibility for outcome of clinical decisions made as a result of reading 
these guidelines. All guidelines have been peer-reviewed and agreed to be published by the relevant lead 
consultants in the network. 
 

 
 
 
 
 

 
 
 
 
 
 
 
 
 
 
 

Guidelines written by the STSTN paediatric writing group: 
 

Dr Sue Height 

Dr Sarah Wilkinson 
Dr Rachel Kesse-Adu 

Dr Samah Babiker 
Professor Baba Inusa 

Dr John Brewin 
 

Contact details: 

 

KCH Paed sickle CNS: 02032994752 
KCH Paed sickle consultants: david.rees2@nhs.net subarna.chakravorty@nhs.net 
j.brewin@nhs.net  
GSTT Paed sickle CNS: 0207 188 9432, bleep 2733 
GST Paed sickle consultants: Samah.Babiker@gstt.nhs.net,  
Nick.Fordham@gstt.nhs.uk. 
QE Paed sickle sickle CNS: 07741233556 
QE Paed sickle consultants: julie.lord@nhs.net aruj.qayum@nhs.net  
UHL Paed sickle CNS: 07741233556 
UHL Paeds sickle consultants: s.wilkinson6@nhs.net   
CUH Paeds sickle CNS: 0208 2517229 
CUH Paeds sickle consultants: nazmachowdhury@nhs.net 
  
Additional contacts can be found on the STSTN website (www.ststn.co.uk) 
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