North West Thames Haemoglobinopathy Network


EARLY MANAGEMENT OF SICKLE CELL CRISIS IN ADULTS

REFER IMMEDIATELY TO DOCTOR IF ANY OF THE FOLLOWING:
a) Neurological signs or symptoms

b) Signs and symptoms of anaemia or fall in baseline Hb >3g or Hb <5g/dl

c) SaO2 <92% on air

d) Priapism >4 hours

e) Septic shock (BP <90/60 and temp >38oC)

IMMEDIATE MANAGEMENT OF VASO-OCCLUSIVE CRISIS

· O2

10 l/min ( 28% FiO2) by high flow O2 mask1
· Analgesia (within 30 mins)2   Diamorphine sc or iv3,4
2.5mg  (if weight < 50kg)









5mg     (if weight > 50kg)

· Give with cyclizine 50mg sc or iv5
· Commence observation chart6 and perform pain assessment (see below)
· Fluids 

iv fluids if patient is opioid naïve/ has unknown opioid requirements/ if changing opioid. Otherwise offer NG fluids (if no abdominal signs). Suggested rate 4l/24hours in an adult.

· Keep patient warm

Reassessment    (at 15-20 minutes)

· Repeat pain score, respiratory rate, O2 sats and sedation score (see below)
· Repeat 50-100% of opioid dose if still in moderate – severe pain

This can be repeated every 15-20 minutes until pain is controlled as long as respiratory rate and sedation are carefully monitored.

If pain persistent – set up sc PCA pump7,8 (*adjust table for local requirements)

	SET UP VALUES 
	
Male

	Female

	Amount of diamorphine 
	50mg
	30mg

	Amount of N-Saline 
	10ml
	10ml

	Concentration 
	5mg/ml
	3mg/ml

	Infusion rate
	2mg/hour (0.4 ml/hr)
	1.2mg/hour (0.4 ml/hr)

	Lockout time 
	20 mins
	20mins

	Bolus
	3mg (0.6ml)
	3mg (1ml)


Give cyclizine 100mg in pump. (Maximum dose 150mg in 24 hours)

Hourly observations

O2 Sats on air + Respiratory rate + Sedation score

WRITE ON DRUG CHART AND INFORM NURSING STAFF 

‘IF RESPIRATORY RATE FALLS TO <10 /MIN, OR O2 SATS ON AIR<92%, OR SEDATION SCORE >2, THEY MUST STOP DIAMORPHINE PUMP AND INFORM DOCTOR’

If no PCA pump available consider regular sc Diamorphine boluses or a continuous infusion diamorphine 9,10,11,12
Adjuvants13
· Diclofenac 50mg tds po (or pr 100mg daily)

· Senna 2 tablets daily (if no abdominal signs)

· Folic acid 5mg daily

· Hydroxyzine 25mg (initially od– can be increased to qds) prn if itching

Antibiotics

· If patient pyrexial >380C, start Cefuroxime 750mg tds iv

· Add Clarithromycin 250mg bd po or Erythromycin 500mg qds po if chest signs or symptoms.

· Consider Amoxycillin 500mg tds po (Erythromycin in penicillin allergic patients) if temp <380C

Investigations

Routine blood tests


Others - routine

FBC and retics



MSU





G+S




CXR (if chest signs or fever)

U +E, LFTs



Pulse oximetry

CRP

LDH




Others as required

Blood cultures



ABGs if SaO2 <92% (or fall >2% from baseline)




AXR and amylase – if abdominal signs

If new to the hospital


Other microbiological specimens as indicated

Hb Ep inc HbF%


(including yersinia, and viral screen)

Full red cell phenotype

Admission14 ( if any of the below)

a) Severe pain / poor response to pain control

b) Increased pallor, breathlessness, exhaustion

c) Marked pyrexia (>380C), tachycardia, tachypnoea or hypotension

d) Chest pain; signs of lung consolidation

e) Abdominal pain or hepatosplenomegaly 

f) Headache, drowsiness, any abnormal CNS signs

PLEASE CALL HAEMATOLOGY SpR (*local details) IF THERE ARE ANY CONCERNS OR IF THE PATIENT NEEDS ADMISSION.

Repeat pain assessment before discharge or on decision to admit.

Pain assessment

a) Describe your pain right now 
 (circle the appropriate number)
No pain 



          Worst Possible pain

0        1        2        3        4       5       6       7        8       9        10

b)
Describe your pain relief 

 (circle the appropriate number)
No relief



                 Complete relief

0        1        2        3        4       5       6       7        8       9        10

Sedation score

1. Awake
2. Drowsy
3. Asleep (but rousable)
4. Unrousable

EARLY MANAGEMENT OF SICKLE CELL CRISIS IN ADULTS

EXPLANATORY NOTES

1) There is no evidence that O2 is beneficial if the patient has normal O2 sats, but many patients obtain symptomatic relief from O2 therapy. O2 sats on air should be measured hourly and ABGs performed if they fall below 92% on air. If this occurs please refer to the haematologist on call/chest crisis protocol.

2) Pain relief should be given within 30 minutes of arrival in A+E and the patient should be pain free within 60 minutes

3) Diamorphine is suggested as first line as rate of pruritus is less and it is more soluble than morphine. 

4) Cautions for diamorphine – opioid allergy, reduce dose in renal or hepatic impairment, patient on other CNS depressants, other opioid in past 24 hours.

5) Cautions for cyclizine – allergy, reduce dose in hepatic impairment.

6) A pain chart should be available and be used. The patient should initially be monitored every 20 minutes and then hourly for respiratory rate, O2 sats on air, O2 dose and sedation. An example of an observation chart is attached to protocol. This includes time of admission and time of analgesia administration, which will be used for audit.

7) PCA pumps which provide a constant low dose infusion and patient controlled bolus’s should be aimed for. The suggested regimen is consistent with both the BSH and NIH guidelines. Sc PCA is preferred because of the difficulties obtaining iv access.

8) The setting up of the PCA pump depends on the type of pump used. Suggested regimens are a) the PCA pump can be set up as 50mg in 10ml N-Saline (5mg/ml), run this as 0.4 ml/hour with boluses of 0.6ml with a 20 mins lock out, or b) the PCA pump can be set up as 200mg in 50ml N-Saline (4mg/ml), run this as 0.5 ml/hour with boluses of 0.75 ml with a 20 mins lock out . There is an adjustment according to sex.

	SET UP VALUES
	(a) -male
	(a) - female
	(b) -male
	(b) - female

	Amount of diamorphine
	50mg
	30mg
	200mg
	120mg

	Amount of N-Saline
	10ml
	10ml
	50ml
	50ml

	Concentration
	5mg/ml
	3mg/ml
	4mg/ml
	2.4mg/ml

	Infusion rate 
	2mg/hour (0.4ml/hour)
	1.2mg/hour (0.4ml/hour)
	2mg/hour (0.5ml/hour)
	1.2mg/hour

(0.5ml/hour)

	Lockout time
	20 mins
	20mins
	20 mins
	20mins

	Bolus
	3mg (0.6ml)
	3mg (1ml)
	3mg (0.75ml)
	3mg (1.25ml)


9) If no PCA pump is available, consider 2 hourly sc Diamorphine boluses. Each dose should be equivalent to the total dose required to achieve pain relief. Alternatively a continuous infusion of diamorphine can be given, with sc boluses for breakthrough pain.

10) Morphine can be used as an alternative to diamorphine. Suggested iv or sc initial dose is 5mg if <50kg and 10mg if >50kg. 

Suggested PCA dose is 3mg/hour background infusion and 5mg bolus every 20 minutes. 

11) Pethidine should only be used in patients truly allergic to diamorphine/morphine and should be used at as low doses and for as short a time as possible. Absolute contra-indications to pethidine are impaired renal function, intake of monoamine oxidase inhibitors, history of fits, history of mood swings/dysphoria on pethidine, evidence of infection or muscle damage at injection sites.

12) 5mg morphine sc is equivalent to 10mg oral morphine or 3mg sc diamorphine.(approx) or 20mg of pethidine im

13) Cautions for diclofenac – nsaid allergy, reduce dose in renal and hepatic impairment, active gastro-intestinal ulceration, pregnancy and breastfeeding.

Cautions for hydroxyzine – hepatic disease, pregnancy and breastfeeding.

14) Patients should be fast-tracked to the ward if possible

15) Nitrous oxide/oxygen (Entonox) should only be used in the ambulance and should not be used frequently or for more than 60 minutes

16) LMWH should be considered in any patients who are immobile for more than 12-16 hours a day, especially if they have HbSC disease or other risk factors for venous thrombo-embolic disease

17) Once the patient has a pain score of < 4, the PCA should be slowly decreased. When it is stopped the patient should be maintained on oral analgesia for 12-24 hours before discharge. A suggestion for this is regular diclofenac (50mg tds) and dihydrocodeine (60mg qds) for 5 days

18) Naloxone has an onset of action within 1-2 minutes following iv administration and within 2-5 minutes following sc or im administration
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