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1 Introduction 

This guideline outlines the management of patients with Sickle Cell Disease, admitted 
acutely with a painful crisis, or other sickle related episode. 

Sickle cell anaemia is an autosomal recessive genetic disease that leads to production 
of a defective form of haemoglobin, Haemoglobin S (HbS). Deoxygenation of HbS leads 
to hydrophobic interactions between adjacent HbS molecules, which then aggregate 
into larger polymers, distorting the red blood cell (RBC) into the classic sickle shape. 

The major consequence of this sickle shape is that RBCs become much less 
deformable and obstruct the microcirculation. Tissue hypoxia promotes further sickling, 
resulting in pain and end-organ damage. Patients with HbSS and HbS β Thalassaemia 
and Hb SC are subject to severe sickle episodes. Patients with HbSC disease will have 
a higher baseline Hb and tend to have fewer, less severe crises, but may still be subject 
to life threatening episodes. 

Increased inflammatory effects may also occur due to interaction with the endothelium 

2 Common causes for admission 

The most common cause for admission to hospital is acute painful or vaso-occlusive 
crisis, which accounts for 80% of all acute admissions; 12% of admissions are for acute 
chest syndrome. 

Painful crises are mainly precipitated by cold or windy weather (due to vasospasm), 
hypoxia (eg flying in unpressurized aircraft), infection, dehydration, (especially from 
exertion or during warm weather), Acidosis, emotional stress 

Individuals with SCD may be susceptible to conditions relating to increased chronic 
haemolysis (eg gall stones, cholecystitis, folate deficiency, aplastic crisis.) 

Recurrent splenic infarcts and haemolysis result in functional hyposplenia. This 
increases susceptibility to infections with encapsulated organisms, and overwhelming 
sepsis. Osteomyelitis and septic arthritis are also more common in these patients. 

Chest syndrome is a life threatening complication that may be associated with infection, 
or painful occlusive crisis. Other less common acute life threatening events include 
splenic or hepatic sequestration 

Any system may be affected by SCD, resulting in other conditions such as stroke, 
abdominal crises and sepsis, renal failure, priapism and haematuria 

The following guidelines identify care pathways for these conditions. 

 



Sickle Cell Disease:  Acute admissions document (adult) Page 2 of 21 
Author: Dr Claire Chapman Written: April 2012 
Approved by: East Midlands Sickle Cell & Thalassaemia Network (EMSTN) Next Review: April 2018 
Trust Reference Number: C15/2012 
 

NB: Paper copies of guideline may not be most recent version.  The definitive version is held on INsite Documents 

3 Scope 

These guidelines may be used by medical and nursing staff in any area of the hospital. 
Any admission of a patient with Sickle Cell Disease should be discussed with the 
Haematology SpR on call. They outline the care of patients admitted with acute 
complications of sickle cell disease. 
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4 Local process for admission 

4.1 Criteria for admission with painful sickle crisis 
1. Oral analgesia not sufficient to control pain 
2. Patient pyrexial 
3. Patient not drinking well or suffering from diarrhoea/vomiting 
4. Unusual shortness of breath 
5. GP/ nurse specialist feels management at home not appropriate 

4.2 Contact for patient  
Adults suffering from Sickle cell diseases have open access to the Osborne 
Assessment Unit, Osborne Building Tel: 0116 258 6681. In exceptional 
circumstances admission may be through A&E.  All patients are managed by the 
Haematology Blue Team for the duration of their admission. 

4.3 Contact for GP/NS 
See contacts below. Alternatively on call haematology registrar or consultant via 
hospital switchboard 

4.4 Patient summaries 
Currently kept on the haematology and oncology admissions unit for ready access if 
case notes are unavailable. Patients may also carry patient held records and 
haemoglobinopathy cards 

 

5 Measures which can be taken before doctor sees patient 

(See nursing care pathway) 

5.1 Observations: 
Temp, BP, pulse, resp rate, O2 saturation, urine dip, urine output, pain score, regular 
review of observations 

5.2 Pain control 
Authorised nursing staff on the ward or in A&E may administer paracetamol 500-
1000mg po stat and Ibuprofen 400mg o stat immediately for pain, before medical 
review. 

5.3 Hydration  
Ensure adequate oral input 

5.4 Warmth 
Provide blankets, and local warmth to affected area, if patient wishes 
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6 Medical Assessment: 

6.1 History 

Pain 
The most common presentation of vaso-occlusive crisis. Enquire about pain descriptors, 
including the following-  

• Location: Extremities, abdomen, back, flank, chest, and joints; whether 
monoarticular or oligoarticular. Duration and mode of onset (acuity of onset)  

• Character: Migrating, diffuse in the abdomen; pleuritic in acute chest syndrome 

• Previous similar episodes (painful crises tend to recur in the same pattern) 

Infection 

• Fever, Cough (whether productive, colour of sputum), 
• Shortness of breath or dyspnoea (suggestive of acute chest syndrome) 

• Urinary symptoms (polyuria, haematuria, dysuria) 

Neurological symptoms 
Aphasia, Unilateral weakness, Paresthesias, Visual blurring (retinal haemorrhage), 
Neck stiffness and severe headache (for meningitis), Noticeable increase in weakness 
or pallor, Syncope (most common presentation in acute sequestration crisis) 

Surgical history 
Helps rule out other causes of abdominal pain 

Vaccination 
Pneumococcal vaccination, Influenza vaccination, Hepatitis B vaccination 

Precipitating event 
Preceding trauma, or family history of similar episodes 

Previous haemoglobin levels and previous transfusions 

 

6.2 Examination 
Hypotension and tachycardia May be signs of septic shock or sequestration crisis. 
With the severe anaemia that accompanies aplastic crisis, patients may exhibit signs of 
high-output congestive heart failure (CHF). 

Tachypnoea Suggests pneumonia, CHF, or acute chest syndrome. Hypoxia is 
commonly seen in patients with acute chest syndrome. Fever suggests infection 

ENT examination To look for or possible source of infection (eg, otitis, sinusitis) 

Look for Pallor, icterus, and erythema or oedema of the extremities or joints 

CVS examination For signs of congestive heart failure 

Respiratory system Search for signs of pneumonia, CHF, or acute chest syndrome 
(similar to pulmonary embolism) 
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Abdominal examination For tenderness (abdomen, extremities, back, chest, and 
femoral head) and hepatosplenomegaly 

CNS examination Meningeal signs and for focal neurological deficits 

 

6.3 Observations 
Ensure EWS monitoring is underway including fluid balance respiratory rate, pain score 
and urine dip 

6.4 Regular review of observations 
By both nursing and medical staff (see below) 

6.5 Investigation 
(See below for specific problems) FBC, retics, Biochem (U&Es, LFTs, CRP), G&S Urine 
dip 

Only check HbS% if recently transfused 

Appropriate cultures (eg blood cultures if febrile, sputum, urine) 

CXR if any of following features present: dyspnoea, O2 sats<95%, increased respiratory 
rate, cough, fever or chest pain 

 

7 Management 

7.1 Pain Control 
Use WHO 3 step ladder for mild/moderate/severe painful crisis. Take into account the 
amount of analgesia used by patient prior to admission 

Pharmacological management of pain using the World Health Organization three-step ladder 

Step 1: mild pain 

Non-opioid ± adjuvant 

Step 2: moderate pain 

Weak opioid (or low dose of strong opioid) ± non-opioid ± adjuvant 

Step 3: severe pain 

Strong opioid ± non-opioid ± adjuvant 

Start analgesics promptly to provide effective relief of pain. 

Use ePMA quicklist to prescribe appropriate medication for acute painful occlusive 
crisis. (Go to Protocols, select haematology, then select Sickle cell crisis.), 

7.1.1 Mild pain 

• Paracetamol (500-1000mg qds) + codeine (1mg/kg max dose 60mg)  

• Oral fluids  
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7.1.2 Moderately severe pain 

• If not settling then add ibuprofen 200mg tds  

• If still not settling then move to strong opioid 

7.1.3 Very severe pain 

I/N diamorphine (see appendix 2) to allow prompt control of pain while achieving IV/SC 
access 

Give high flow oxygen if oxygen sats less than 95% Take blood for FBC, Reticulocyte 
count, cross match and bilirubin. Consider HbS % only if recently transfused  

Use patient’s personal plan (on patient summary). 

7.1.3.1 Recommended analgesics 

• Morphine – take into account patient preference for route of administration. Take into 
account equivalence of dose when moving from oral to IV route. 

• Oramorph ( morphine sulphate) 2.5 -10mg po every 2-4 hours depending on weight 
and response 

• Intravenous morphine IV or SC: 100mcg/kg stat repeated after 20 minutes if 
necessary. Then 50-100mcg/kg every 2-4hrs to control pain  

• OR continuous infusion via PCA (Patient Controlled Analgesia)  

Continue regular paracetamol and ibuprofen 

7.2 Side effects 
7.2.1 Constipation 
Prescribe regular laxatives if commenced on morphine (Senna, Laxido) 

7.2.2 Itching 
7.2.3 Respiratory 
Ensure respiratory rate is measured regularly to detect worsening tachypnoea, or opiate 
induced respiratory depression  

7.3 Other medication 
Use ePMA quicklist to prescribe appropriate medication for acute painful occlusive 
crisis. (Go to Protocols, select haematology, then select Sickle cell crisis.), including 
folic acid. 

Hydroxycarbamide (continue, unless neutropenic or other specific contraindications) 

Prophylactic antibiotics 
Patients should be taking penicillin prophylaxis regularly which should be continued 
during hospital admissions, and only interrupted if on systemic antibiotic therapy for 
infection. Note any allergies 

Dalteparin 
Sickle cell disease is a hypercoagulable state, and often associated with immobility due 
to pain. Always consider thromboprophylaxis in keeping with local guidelines 
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7.4 Hydration/fluid balance 

• Patients requiring admission for a sickle crisis and who cannot take oral fluids need 
proper hydration evaluation and careful management.  

• Give bolus of 10-20mls/kg of 0.9% (Normal) Saline if necessary followed by 
maintenance rate (including oral intake) of 5% Dextrose & 0.45% (1/2 Normal) 
Saline.  

• Assess hydration status: calculate according to degree of dehydration plus 
maintenance fluids  

• Patients with cardiomyopathy will require less fluid.  

Access: avoid cannulating legs 

7.5 Repeat observations 
Observations should be carried out every half hour until pain is controlled. Respiratory 
rate and O2 saturation should be checked 1-2 hourly while on opiate analgesia. 
Temperature, BP and pulse, and fluid balance should be reviewed 4 hourly. (See 
nursing care plan, NICE guidelines)  

 

8 Indications for blood transfusion 

See Red Cell Transfusion in Sickle Cell Disease Guideline (Document ID: 3062229795) 

9 Other Complications of Sickle Cell Disease 

9.1 Acute chest syndrome 
9.1.1 Background 
Sickle cell disease can produce an acute illness related to infarction of the lung tissue. 
This is usually associated with LRTI symptoms, hypoxemia and a new infiltrates on 
CXR. Chest pain and/or hypoxemia may be the only signs. 

Chest pain should be treated as an acute chest syndrome and not simply as a vaso-
occlusive disorder. NB This is a life threatening condition and patients may deteriorate 
quickly  

Clinical Assessment: Patients should have respiratory rate, oximetry and temperature 
documented on arrival. Degree of pain should be quantified on an appropriate pain 
scale Hypoventilation is common due to pain. 

9.1.2 Management  
1. Give high flow oxygen 
2. Maintain and treat airway, breathing and circulation problems first 
3. Maintain hydration with IV + oral intake at maintenance rate 
4. Treat pain aggressively by giving adequate analgesia to control pain 
5. Obtain chest x-ray 
6. All patients with chest pain should be admitted, irrespective of CXR findings 
7. Refer for physiotherapy and assisted spirometry 
8. Cross match for possible exchange or simple transfusion 
9. Prescribe broad-spectrum antibiotics 
10. Consult Haematology registrar/consultant urgently and prior to transfusion or 

admission 
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9.2 Fever infection and overwhelming sepsis 
Although fever may be associated with other syndromes  ( chest crisis, sequestration, 
transfusion reaction), Patients with SCD have functional hyposplenism and delay in 
treating infection should be avoided. 

Review drug history (vaccination, penicillin prophylaxis) 

Review possible sites of infection (increased susceptibility to joint, bone, chest, 
abdomen, urinary tract infections) 

Assess EWS, support circulation 

FBC Biochem urine dip Blood cultures, specific site cultures as appropriate  

Start antibiotics according to local protocols, and bearing in mind functional 
hyposplenism. (if in doubt, give iv antibiotics in first instance) 

Seek microbiology advice promptly if poor response to treatment 

Escalate care to outreach team in response to EWS 

9.3 Anaemia and Aplastic crisis 
When the Hb is found to be below baseline in an acutely unwell patient, consider 
haemolysis due to sickling, transfusion related haemolysis, blood loss, haematinic 
deficiency (especially folate deficiency) and sequestration 

9.3.1 Assessment  
Full history including medication. Examination, esp abdominal exam for 
hepatosplenomegaly 

FBC, reticulocyte, B12/folate/ferritin, bilirubin G&S 

Aplastic crisis may present with onset of pallor over a few days, tiredness and lethargy. 
May be associated with fever: an acute illness associated with Hb below baseline for 
that patient and associated with a substantially decreased reticulocyte count (usually 
<1%). 

Usually associated with acute infection in particular parvovirus B19 and may be 
associated with enlarged spleen as well (see sequestration) 

9.3.2 Management 
1. Give high flow oxygen 
2. Maintain and treat airway, breathing and circulation problems first 
3. IV + oral fluids at maintenance rates – do not add potassium to iv fluid 
4. Transfuse patient if symptomatic anaemia or Hb < 5gm/dl (usually 5ml/kg over 4hrs). 

Close observation for fluid overload. Transfusion may need to be repeated. 
5. Treat fever and pain as required 
6. Discuss with on-call Haematologist 

9.4 Stroke 
9.4.1 Background 
Acute neurological events occur in about 10% of patients with Hb SS.  These can 
present as hemiparesis, monoparesis, aphasia or dysphasia, seizures, cranial nerve 
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palsies and coma. This can occur suddenly or as a complication of acute chest 
syndrome or aplastic crisis NB. Consider other causes as well (see coma and seizure 
guidelines) Document the neurological examination, noting previous deficits 
Assessment: Level of consciousness (AVPU or GCS) plus detailed neurological 
examination  

9.4.2 Management  
1. Give high flow oxygen 
2. Maintain and treat airway, breathing and circulation problems first 
3. Investigations: 

- FBC, biochemistry 
- Cross match (genotyped sickle negative blood) 

4. Arrange for partial exchange transfusion but remember not to over transfuse (e.g. Hb 
< 10gm/dl) 

5. CT head 
6. Notify on-call Haematologist urgently 
7. May need admission to ICU for immediate exchange transfusion 
8. Referral to UHL stroke team 

9.5 Priapism 
9.5.1 Background  
Priapism is defined as a persistent erection lasting more than four hours and is a 
medical emergency requiring hospital assessment. 

Priapism in sickle cell can present at a young age (from childhood) and is caused by 
vaso-occlusion caused by sickling in the penis. Lifetime risk 29-42%. Is common in 
young men with sickle disease but the exact burden is unclear as research and self-
reporting are both lacking. It is undoubtedly painful and can result in penile damage and 
impotence which occurs as a consequence of prolonged attacks. 

There are various types of priapism: ischaemic, non-ischaemic and stuttering (recurrent, 
intermittent). 

Stuttering priapism can occur as episodes lasting less than 3 hours, often occurring in 
the morning and recurrent painful can occur with either on its own or with sickling 
elsewhere in the body.  It can be relieved by exercise (eg running upstairs) or warm 
baths, but sometimes is so frequent that medication may be required to lessen or 
reduce the episodes. 

It is important to identify those affected, usually by direct questioning in routine clinic 
visits as it is often a difficult subject for patients to address. 

9.5.2 Management of acute fulminant priapism 

• Patients should be assessed as with any other acute sickle presentation (brief history 
with particular reference to precipitating factors, duration, and attempts to relieve; 
examination) 

• adequate pain relief should be given 

• IV fluids 

• blood samples including group and save 

• Etilefrine 50mg po should be administered 

• urology opinion should be sought and  surgical decompression may be necessary 
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• in the longer term long term therapy, hydroxycarbamide, ephedrine, etilefrine or 
sildenafil but good evidence for efficacy is lacking 

9.5.3 Management of stuttering priapism 

• Self-help measures are advised (mild  exercise, hot baths, relaxation techniques) 

• Medication with ephedrine or etilefrine can be used  

• Role of sildenafil and hydroxycarbamide are uncertain but may be considered 

9.5.4 Drugs which may be useful 

Drug  Dose  Side effects / monitoring  

Ephedrine 15-60 mg po usually at night High blood pressure – check 2 
weekly, tachycardia 

Etilefrine 25mg po  at night, if persistent 
problems add extra dose of 
25mg around 4-5 pm, maximum 
daily dose  

High blood pressure 

Sildenafil(Viagra) 50 mg daily  

Tadalafil (Cialis) 5mg daily  

9.5.5 Leicester contacts  
- Urology SpR on call. Monday to Friday 9:00-17:00  
- Further advice could be available from colleagues in haematology (consultant or 

Haem SpR)  and urology consultant 

9.5.6 Long term problems with potency  

- Mr Summerton Consultant Urologist, Leicester General Hospital 

9.6 Acute abdomen 
9.6.1 Background 
Any surgical pathology can occur in patients with sickle cell disease, as well as vaso-
occlusion in the mesenteric circulation, which may be associated with bone pain and 
distended lops of bowel on X-ray. Some conditions are more common in sickle cell 
disease. Gall stones occur in up to 30% children and 70% adults. 

Common causes of abdominal pain in patients with sickle cell disease: 

• Vaso-occlusion 

• Constipation 

• Cholelithiasis 

• Cholangitis 

• Mesenteric/colonic ischaemia 

• Hepatic infarction/sequestration/abscess 

• Intra-abdominal abscess 

• Splenic infarction 

• Renal or hepatic vein thrombosis 

• Pulmonary causes (infarction or pneumonia) 
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9.6.2 Management 

1. Assessment. As for painful sickle crisis. Note fever, rigors, vomiting, worsening 
jaundice that may indicate cholecystitis. 

2. Administer IV fluids 

3. Check full blood count U&Es, LFTs and amylase, urine dip, MSSU 

4. Consider plain abdominal X-ray, abdominal ultrasound examination 

5. If febrile, administer broad spectrum iv antibiotics in keeping with local antimicrobial 
guidelines, ensuring cover for salmonella and anaerobic organisms 

6. Surgical review if appropriate (vaso-occlusive crisis may be associated with bone 
pain and distended loops of bowel on X-ray, and should be treated conservatively) 

9.7 Splenic sequestration 
9.7.1 Background 
This is defined as a haemoglobin drop of at least 2.0gm/dl below patient’s baseline level 
with an acutely enlarged spleen. Mild to moderate thrombocytopenia is often present. 
Reticulocyte count is equal to or greater than patient’s usual baseline. Consider co-
existent aplastic anaemia if reticulocyte count is low. This presentation is most common 
in infants and young children. It has a high mortality rate.  

9.7.2 Clinical presentation  

• Pallor  

• Lethargy  

• Hypotension increased splenic size 

9.7.3 Investigations and management 
Cross match FBC including platelet count and Reticulocyte count Blood and urine 
cultures if febrile; CXR if febrile and respiratory symptoms  

1. While waiting for blood, give 0.9% Saline to treat hypovolemia. (10-20ml/kg) NB 
careful in patients who have pre-existing cardiomyopathy  

2. Suggest initial transfusion of 10 ml/kg of packed red cells for patients with 
haemoglobin <50gm/l or signs of shock. (Can use O Negative blood if emergency) 

3. Do not raise Hb above baseline, since the spleen will shrink and autotransfusion will 
occur. This will result in an increase in the percentage of HbS and risk of stroke (due 
to hyperviscosity). 

4. Haemoglobin may fall 1–2 g/dl in an uncomplicated painful crisis, but blood 
transfusion is not routinely indicated. Blood transfusions should be used if the patient 
develops signs or symptoms which may be due to anaemia, including unexplained 
tachycardia, tachypnoea, dyspnoea and fatigue. A low reticulocyte count (< 100 × 
109/l) and falling haemoglobin make transfusion more appropriate. Typically, blood 
transfusion will not be necessary unless the haemoglobin has fallen more than 2 g/dl 
and is below 5 g/dl, and should aim to return the haemoglobin to the steady-state 
level. Blood should be matched for Rh (C, D and E) and Kell antigens. 

5. Treat with antibiotics if febrile and analgesics for pain (see pain management). 

9.8 Acute kidney injury (AKI) 
Renal complications, most commonly glomerulonephropathy occur increasingly 
frequently with age (see complications guideline) 

Patients are also affected by hyposthenuria, making them even more susceptible to 
dehydration when clinically unwell 
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Acute kidney injury may occur in up to 10% patients who are hospitalised, often in 
association with multi-organ failure. In all acute hospital admissions, fluid balance 
should be monitored, hydration maintained orally or IV if not achieved, and with 
monitoring of Urea, electrolytes and creatinine. Individuals with SCD often run a low 
creatinine level and therefore a 10% rise in Creatinine will be significant even if still 
within normal range. In individuals with SCD< 25 years olds, upper limit of normal 
creatinine for men: 80umol/l and for women 68umol/L 

9.8.1 Investigations 
Urine: protein, PCR/ACR, evidence of infection, haematuria 

FBC, U&Es, Creatinine CRP, blood cultures if febrile, exclude acidosis 

Urine output and total intake of fluids; 2hrly, reducing frequency of measurement on 
review of clinical condition 

MSSU 

Renal USS to review whole renal tract 

 

9.8.2 Management 
Hydration: maintain 3L throughput over 24 hrs 

Review investigations above and outcome following rehydration and correction of 
hyperkalaemia 

Adjust any nephrotoxic drugs as appropriate 

Treat any infection 

Identify any other renal obstruction or complication on renal USS 

Renal referral: Where urine output falls despite good hydration, positive fluid balance> 
2L or patient with symptomatic fluid overload, rise in creatinine 30% above baseline 
contact, hyperkalaemia Renal team at LGH for further input (See Local AKI guidelines) 

 

9.9 Haematuria 
Microscopic haematuria may be associated with glomerulopathy (see chronic 
complications guidelines) 

Macroscopic haematuria is less common, but should be investigated according to local 
guidelines.  

However in addition, patients with SCD are susceptible to renal complications such as 
papillary necrosis due to sickling and ischaemia in the medulla which can result in clot 
colic and frank haematuria. 

Renal medullary carcinoma is a rare condition seen almost exclusively in patients who 
are sickle cell carriers and may present with flank pain an massive haematuria. 
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Investigations and management as above  

Urology referral Urology team LGH if massive haematuria, severe clot colic, or 
abnormal USS. 

 

9.10 Acute changes in vision 
Any traumatic injury to the eye must be reviewed promptly by the acute ophthalmology 
team, due to the potential danger of anterior segment trauma and raised intra ocular 
pressure.  

Contact on call ophthalmology SpR with clear information about sickle cell disease and 
nature of ophthalmology symptoms, to request prompt clinical review 

Sudden change in vision may be secondary to central retinal artery occlusion (requiring 
immediate intervention such as 

• hyper oxygenation and reduction of intraocular pressures,) 

• haemorrhage or retinal detachment requiring urgent review and intervention as 
appropriate. 

Haematology team to provide perioperative plan as necessary. 

Inform lead consultant ophthalmologist of all acute events. 

 

10 Pregnancy 

See: Pregnant Women with Sickle Cell Disease (UHL Guidance) (Document ID: 2961445381) 

 

11 Discharge from Hospital 

Send copy of hospital discharge summary to Hb Nurse Specialists (0116 2943053), for 
follow up post discharge in the community to help avoid readmission. Ensure patient 
has adequate supply of routine and pain relieving medication but do not prescribe 
opiates unless specifically instructed by haematology consultant. Check patient has an 
appointment in Hb disorders clinic. 

 

12 Contacts 

East Midlands Sickle Cell and Thalassaemia Network: 

Specialist Centres 

Leicester 
Paediatric 

Dr Krishna Kotecha 0116 258 5875 
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CNS: Libby Tadd 07958 010 060 

Adult 
Dr Claire Chapman 0116 258 6614 
CNS: Hannah Tiltman (07508 932863) 
Community team: 0116 2943053 
 
Urology Mr Summerton LGH, UHL 0116 258 8260 
Stroke unit Stroke Team 

 
TIA Clinic – LRI, UHL 
 

0116 258 5060 
 
0116 258 5431  
http://uhlstrokeweb01/ 

Renal medicine Dr Graham Warwick LGH, UHL 0116 258 8038 
Ophthalmology Mr James Deane LRI, UHL 0116 258 6864 
 

Nottingham     

Paediatrics (QMC: 0115 924 9924 switchboard) 
Dr Simone Stokley / Dr Emma Astwood 
CNS: Hazel Marriott 

Adults (City: 0115 969 1169 switchboard) 
Dr Marie Donohue 
CNS Doreen Richards 
 

13 References  

1. Clinical practice guidelines- Royal Children’ Hospital, Melbourne.  

2. Pain management for sickle cell disease. Cochrane Database Syst Rev. 2006 Apr 
19;(2):CD003350. Review. PMID: 16625580  

3. UHL Antimicrobial Policies (hospital Intranet) 

4. UHL procedure for routine intravenous administration of morphine 

5. NICE guidance on the management of painful sickle cell crisis June 2012 

6. Standards for the Clinical Care of Adults with Sickle Cell disease in the UK. Sickle 
Cell Society 2008 

 

14 Legal Liability Guideline Statement   

Guidelines issued and approved by the Trust are considered to represent best practice. 
Staff may only exceptionally depart from any relevant Trust guidelines providing always 
that such departure is confined to the specific needs of individual circumstances. In 
healthcare delivery such departure shall only be undertaken where, in the judgement of 
the responsible healthcare professional’ it is fully appropriate and justifiable - such 
decision to be fully recorded in the patient’s notes 
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Appendix 1: Management flow chart for OAU and A&E 



 

 

 

 

Doctor to complete 

Is Pain adequately controlled 

after 20 mins? 

Assess 

Opiate 

Toxicity 

(see box B)  

3. Complete Initial Assessments 

4. Assess Urine output and commence fluid balance 

5. Take sample of urine +/- send for MC&S 

6. Antibiotics to be given without delay in cases with acute sepsis (refer to UHL 

antimicrobial website)  

7. Hydration – please provide jug of water and encourage oral fluids to prevent 

further sickling. Inform doctor if patient unable to tolerate – as patient will 

need IV fluids 

8. Ensure patient is warm, provide extra blankets if necessary 

9. Weigh the patient  

10. Repeat the observations every 30 MINS until pain is resolved. 

Patient Details 
Name:  

DOB:  

Hosp No: 

 

Weight 
 
 

Kg  

Check 

Respiratory 

Rate every 

hour  

6. Manage Pain according to Box A. 

7. Patients unable to tolerate oral fluids need IV fluids (10-20mls/kg of 

0.9% normal saline. Followed by maintenance fluids. Caution in 

patients with renal/cardiac problems. Close monitoring is advised.  

8. Check blood results   

Not for Blood 

transfusion 

unless 

discussed with 

Haematology 

SpR 
 

C. Is the patient high-risk? 

•  Previous ITU admission  

•  Previous blood / exchange transfusion? 

Contact Haematology SpR via 

switchboard 

Contact Bed Bleep on 45XX if admission 

required 

Name of SpR:  

……………………………………………………………

……………………………………………………... 

Advice Given: 

……………………………………………………………

……………………………………………………………

…………………………………………………… 

Blood Transfusion Advised? Yes/No 

If Yes: Order Sickle negative blood  

2. Administer analgesia using WHO analgesic ladder and 

see box A 

Investigations 

Blood 

FBC, U&E, 

reticulocytes, 

LFT, CRP G&S 

+/- cultures 

Urine 

+/- MC&S 

Imaging 

CXR if 

dyspnoea, 

Sp02 <95%, 

fever, cough, 

chest pain  

1. Take history – including Pain/infection/neurology/surgical 

history/vaccination/ precipitating event/recent transfusions 

2. Examine – inc CVS/RESP/Abdo/Neuro/ENT/Skin  

– assess for signs of septic shock, pneumonia, CHF, acute 

chest syndrome / likely sources of infection 

3. Investigations 

4. VTE assessment +/- Dalteparin  

5. Obtain IV access (avoid cannulating legs)  

Sickle Cell Disease: Painful crisis 

flowchart 

To be followed when a patient 

with sickle cell disease presents 

to A&E unwell 

Y 

N 

9. Check if safe for discharge – see box E   

Any Red Flag Events? 

(see box D) 
Y 

N 

Is Pain adequately controlled? N 

Y 

D
e
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ED Nurse or Doctor to complete 

B. Are there signs of opiate toxicity? 

Likely if the following present 

•  Low Respiratory Rate : RR < 12 

•  Hypoxia : Oxygen saturation SP02 

<94% OR <9kPa PO2  

•  Drowsiness 

•  Pin Point pupils 

If none of these present – Safe to give 

another dose of morphine  

A. Management of Pain  

Mild Pain: 

•  Paracetamol 0.5g -1g QDS +/- 

•  Codeine 1mg/kg +/- 

•  Ibuprofen 200-400mg TDS 

Moderate/Severe Pain:  

•  Add Morphine 100mcg/kg SC or IV 

repeat after 20 MINS if necessary. Then 

50-100mcg/kg every 2-4 hours OR 

continuous infusion via PCA  

D. Red Flag Events 

•  Acute Chest Syndrome 

•  Aplastic Crisis (suspect if Hb < 2 units 

below baseline and reticulocytes are 

low/normal 

•  Stroke 

•  Priapism 

•  Acute Abdomen 

•  Splenic Sequestration 

E. Safe for Discharge? 

•  Haematology Registrar Contacted? 

Yes/No 

•  Is Pain Controlled  

Yes/No 

•  Last morphine dose administered 4 

hours ago Y/N 

•  EWS is 0 

Yes/No 

•  If EWS > 0 have you discussed with 

Haem SpR Y/N 

If ALL answers are yes – patient safe for 

discharge  

1. Assessment of Pain & EWS score 

Is the patient high risk? 

(see box C)  
Y 

N 
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Appendix 2 Management flow chart for use of i.n diamorphine. 

 

GUIDELINES FOR THE USE OF INTRANASAL DIAMORPHINE  ( adults)  

                                 Leicester Royal Infirmary 

 
Intranasal (IN) Diamorphine is an extremely useful analgesic for the almost immediate relief of pain, avoiding 
injections.  

• Its effects last about 45 minutes, it is easy to administer and well tolerated 1,2  

• It also provides anxiolysis (reduction in anxiety), which is a useful additive effect  

 

Indications  

Painful conditions where rapidly acting opiate analgesia is indicated, e.g. Sickle cell crisis, in children over 1 
year.  

 

Contraindications  

• Risk of loss of airway, e.g. patient is already drowsy  

• Risk of respiratory depression, e.g. chest injury, patient already drowsy  

• Risk of hypotension, e.g. major trauma, obvious haemorrhage  

• Risk of depression of conscious level e.g. already drowsy, concussion or already had opiate analgesia 
or a sedative-ask senior advice.  

• Undiagnosed abdominal pain – insert IV instead  

 

Do formal pain assessment and give supplemental analgesia, as soon as IN diamorphine has been 
administered and patient has settled. Follow sickle cell algorithm as appropriate. 

 

Dosage  

Use the chart below which is also displayed on the wall in the treatment room 

Should be prescribed as 0.1mg/kg  

NB. The normal Controlled Drug procedures must be followed. Naloxone MUST be available in ward areas 
where IN Diamorphine is administered 

 

Procedure 

Obtain baseline oxygen saturations. If satisfactory and no other contraindications, administer diluted 
Diamorphine 0.2 ml- dropped into one nostril using a 1 ml syringe, with head tilted back. The patient should be 
nursed in a bed visible from the nurse’s desk 

 

Observations 

Monitor oxygen saturation continuously  

If the patient becomes drowsy or oxygen saturations fall below 92%, administer oxygen and inform medical staff 
immediately.  

 

Repeated doses  

If the patient’s pain returns, a second dose is permitted if a senior doctor has reviewed the patient, the patient is 
not drowsy and there is no depression of airway, breathing or circulation  

However, consider that an IV opiate is likely to be more appropriate.  
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Dr F Davies, on behalf of TAS committee, February 2004  

Adapted BY Sarah Roberts (Children’s Pain Specialist Nurse) for Children’s Hospital- March 2013  

 

 

       Intranasal Diamorphine Dosage Chart 

 

• Dilute 10mg of diamorphine power with the specific volume of sterile water below. 
This will give a solution of 0.1mg/kg in 0.2mls. 

• Prescribe as 0.1mg/kg 

 

 

 Weight Volume of water 

25kg 0.8mls 

30kg 0.7mls 

35kg 0.6mls 

40kg 0.5mls 

50kg 0.4mls 

 

 

 

This line signifies the end of the document 

______________________________________________________________________ 
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