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GP Information – Paediatric Sickle Cell Disease

1.0 Introduction - Sickle cell disease overview

The sickle cell disorders are a heterogeneous group of inherited conditions associated with chronic haemolytic anaemia and manifest a range of complications due to both small and large vessel vasculopathy. The overall prognosis has improved for sickle cell disease patients partly due to improving awareness and management of acute complications. In particular, infection prevention, screening for stroke risk and education of patients and carers in early childhood has contributed to this. There have also been improvements in treatments (hydroxycarbamide and transfusion therapy) and psycho-social support. The aim of the Barts Health specialist centre is to provide comprehensive care to children with sickle cell disease and their families, through close collaboration with the multidisciplinary team focusing on improving quality of life and minimising morbidity. All patients registered with the service are offered a review at least annually in line with the National Haemoglobinopathy Management Standards. Communication is facilitated with members of the multidisciplinary team through written information in the form of a clinic proforma generated through the hospital patient database. 

1.1 Purpose of policy
This document is aimed at providing guidance to community based multi-disciplinary staff including General Practitioners involved in organising care for patients with sickle cell disease.  
1.2 Facilities
Paediatric Day Care Ward (6B): 6th Floor, North Tower RLH (For regular transfusions)

Paediatric Haemoglobinopathy / General paediatric haematology Out-patient clinics (Weekly, Wednesdays)

Paediatric trans-cranial Doppler clinic – screening clinic, alternate weeks (4th Tue pm, 2nd, 4th Wed am)
Joint paediatric haemoglobinopathy / endocrine clinic, with paediatric endocrinologist, 5 times a year (Wednesday am)

Annual review clinic for children living within the network, but out of the local catchment, medical review and trans-cranial Doppler screening – Weekly, Thursday pm.
	1.3 Contacts

	Dr Banu Kaya
	Consultant Haematologist, ext 60352, 60422 or mobile through switchboard

	Dr Paul Telfer
	Consultant Haematologist, ext 60352, or mobile through switchboard

	Dr Andrea Simmons
	Consultant paediatrician, ext 60352, or mobile through switchboard

	Kim Newell, Isaac Amoh
	Haematology Nurse Specialists, ext 40401 or mobile: 07718271805  

	SpR Haematology
	Bleep 1239 or mobile out of hours via switchboard

	SHO Paediatrics / Haematology 
	Bleep 1295

	Paediatric Day care ward 6B
	Ext. 41425/6

	Community nursing and counselling

	Tower Hamlets
	Lydia Taylor-Down, RLH

	Hackney
	Natasha Lewis, 457 Queensbridge Road, Hackney E8 3TS (020 7683 4570)

	Newham
	Sekayi Tangayi, 19-21 High Street South, East Ham, London E6 6EN ( 020 8821 0800)


	

	
	

	
	

	
	

	
	

	
	

	
	

	
	

	

	
	

	
	

	
	


2.0 Recommendations for community management

Children with sickle cell disease have complex needs. This is partly because of the wide clinical heterogeneity and differing health and social needs. Care in the community should be aimed at health promotion and maintenance to ensure maximum function under challenging conditions with care tailored to individual need. The principles of community management outlined below provide a guide for General Practitioners and specialist community teams.
2.1 General health promotion and maintenance

This involves 9 main principles outlined below.
1. General Education
1. The importance of good self care is instilled in patients from a young age and many have a very good understanding of their chronic condition and health needs. This should continue to be supported.
2. Patients, families, schools and nurseries should be made aware of factors likely to exacerbate symptoms particularly pain events. When possible these precipitants (over exertion, dehydration, extremes in temperature) should be avoided. 
3. Clothing appropriate to environmental conditions, regular access to fluids and moderation of activity is encouraged.
4. Exercise can be beneficial but should be graded and frequent periods of rest encouraged. Non weight bearing exercise is particularly beneficial for avascular necrosis. Swimming is not contraindicated but patients should be made aware of a potential exacerbation of pain episodes in some individuals.
5. Good nutritional intake should be emphasised. Intensive nutritional support is considered in adolescents with delayed puberty / growth concerns. Excessive weight gain should be avoided particularly in those with lower limb arthropathy including avascular necrosis of the hips. Vitamin D deficiency should be corrected. Other than folic acid, additional supplements have not shown to alter outcome. This is given as a daily oral supplement to prevent acute aplasia. Iron deficiency is uncommon and unnecessary iron supplementation should be avoided. Prescriptions will be provided by the GP.
6. Patients are encouraged to seek medical attention for:

· Febrile illness and associated symptoms

· Chest pain

· Severe headache

· Visual impairment

· Priapism not responding to home treatment

· Poorly controlled pain

2. Supporting pain management at home
Acute and chronic pain events represent the commonest complication experienced by patients. The aim of community management is to minimise suffering through use of medication, distraction and relaxation techniques and application of holistic methods. Patients and carers are taught about pain scoring and reporting, often being able to identify source and precipitant. Additional measures include encouraging oral hydration, rest and use of heat pads or massage to the affected area. To facilitate this patients’ families are encouraged to have available a supply of simple analgesia that includes paracetamol, ibuprofen or diclofenac and codeine phosphate / dihydrocodeine (Please note – we no longer prescribe or recommend prescription of codeine phosphate to children 12 yrs and younger). Dependent on side effects and efficacy different preparations may be trialled. The specialist centre can help guide this. Some patients particularly those with chronic pain require opiate analgesia. Additional analgesics including neuropathic agents may occasionally have a role to play. Such patients will have individualised treatment plans. All prescriptions should be continued by the GP once a treatment plan has been agreed with the specialist centre. 
3. Early recognition and treatment of complications

Clinical presentation with complications can be variable and in view of the mortality associated with some complications early discussion with the specialist centre is recommended. An awareness of the following complications is important:

· Acute and chronic pain including possible causes. These include acute vaso-occlusive pain, neuropathic pain etc.
· Infection. Early recognition, identification of source and prompt treatment of infection with an appropriate broad spectrum antibiotic such as co-amoxiclav is recommended. This includes patients on penicillin prophylaxis. (We recommend stopping prophylaxis for the duration of the treatment course)
· Hepatobiliary complications including gallbladder associated biliary colic and biliary sepsis. Gallstones are common due to the haemolytic anaemia. A significant proportion of patients with gallstone associated problems benefit from cholecystectomy. Referral to an experienced hepatobiliary team is normally organised by the specialist centre.
· Acute chest complications. Asthma has been associated with acute chest syndrome and may be an additional risk factor. Most chest pain is skeletal but any signs and symptoms of respiratory involvement necessitate early referral for hospital management. Patients with recurrent episodes benefit from hydroxycarbamide therapy. The guidelines for prescribing and monitoring are detailed in the hydroxycarbamide policy. Prescriptions for, and monitoring of hydroxycarbamide is usually done by the specialist centre unless agreed on an individual patient basis. 
· Eye complications – proliferative retinopathy increases with age. Screening is not routine and patients are encouraged to report acute changes in visual acuity. Prompt referral to acute specialist ophthalmic services in recommended. 
· Renal. Renal dysfunction increases with age and additional risk factors include hypertension, diabetes, prolonged use of NSAIDS, chelation therapy with Exjade. Such patients are monitored and managed following review in the joint specialist renal clinic.
· CNS. Children with sickle cell are at higher risk of having a stroke in childhood. For this reason there is a screening program in place for at risk children, involving trans-cranial dopplers. This screening starts at the age of 2 years, and continues annually, or will be more frequent if necessary (identified by the hospital consultant).
· Priapism. Many patients with stuttering priapism are treated with etilefrine (alpha agonist) as prophylaxis. Prescriptions for this will be organised by the specialist centre. Fulminant priapism (>2 hours) requires urgent urological intervention in a hospital. (We recommend to attend RLH site where tertiary paediatric surgical / urological services are on site).
· Medication side effects. Refer to chelation policy and hydroxycarbamide shared care policy for further information.
4. Infection prevention 

Vaccination
In addition to the routine UK childhood immunisation schedule (includes Prevenar13, conjugate valent vaccine, PCV13), children with sickle cell should receive the following vaccinations:

· The 23 valent  pneumococcal polysaccharide vaccine (PPV23) vaccine (pneumovax) is recommended at age 2 years (administered at least 2 months after receiving Prevenar13), 5 years and then 5 yearly. Wherever possible this is delivered in the haematology clinic, but when this is not possible it should be organised through the GP practice.
· Two doses of MenACWY vaccine at least one month apart during infancy (if not received during infancy, older children should receive one dose of the MenACWY vaccine)
· One additional dose of Hib/MenC after the second birthday (all children should receive one additional dose of Hib/MenC)
· The influenza vaccine is recommended annually
· All children with sickle cell should receive Hepatitis B vaccination which is now part of the routine immunisation schedule. 

· If a child is identified as not having received the vaccinations we would recommend this to be when recognised. Please refer to The Green Book, Public Health England, for full details on recommended immunisations and catch up schedules.
Patients on transfusion programmes require annual screening for transfusion transmitted infection. Screening is organised in January through the haematology day unit. Patients with anti HepB SAg AB <10U will benefit from booster vaccination. A letter recommending this will be sent from the hospital. 

Antibiotic prophylaxis

· There is significant evidence to support use of penicillin prophylaxis in early childhood. There is less evidence for this in older children and adolescents. None the less infection related complications are significant and we encourage adults to continue with prophylaxis. The current recommended dose for penicillin V is 125mg BD (Children<5yrs), and 250mg bd (Children5+years). Penicillin allergic patients are prescribed erythromycin 125mg BD (<5yrs) and 250mg bd (5+yrs). Treatment is usually initiated following a first appointment in the hospital, but all subsequent repeat prescriptions for prophylaxis should be organised by the GP practice. In children who have had a splenectomy lifelong penicillin prophylaxis is recommended, the importance of compliance should be addressed with the child and family.
5. Psychological support
Supporting patients to cope with the complexities of a chronic illness involves close collaboration between different professionals. Many individuals benefit from counselling and psychological support and involvement of experienced teams can have a profound impact on an individual’s quality of life. Interventions can range from cognitive behavioural therapy to help with pain management strategies, teaching coping skills, dealing with loss and anxiety as well as the burden of education and exams. Specialist psychology services are available within the Barts Health service. 

Additional psychological assessment may be required for children who have had a stroke or silent cerebral infarct in the form of neuro-psychometric assessment to determine any cognitive / learning difficulties. If identified these assessments may be used, in conjunction with schools, to aim to provide additional support for children who will benefit from extra educational input. Neuro-psychometric testing is performed by the specialist child psychology services based at Barts Health.
6. Travel advice
· Patients are encouraged to visit the travel clinic for travel vaccinations. Malaria prophylaxis should be provided to all patients travelling to malaria endemic regions. G6PD deficiency is commonly associated with sickle cell disease and medication likely to precipitate oxidative haemolysis should be avoided (see BNF for comprehensive list).
· Most patients will not require supplemental oxygen for standard pressurised air travel. Good hydration prior and during the flight should be encouraged. At very high altitude or unpressurised flights supplemental oxygen should be considered. Patients with co-existing respiratory illness or those who have experienced an exacerbation of symptoms my benefit from use of oxygen on the flight.
· There is no current evidence to support use of prophylactic LMWH on long haul flights though the standard precautions against VTE prevention should be emphasised.

· Medical insurance policies should be encouraged for foreign travel.

· Families are encouraged to carry documentation relating to their child’s condition and treatment with contact information when travelling abroad.
7. Education and social support

Many individuals with sickle cell are high functioning and are able to maintain full time education. For others this is less possible in view of the nature of their illness particularly the unpredictable nature of acute complications. Access to benefits advice is recommended when health needs significantly impact the family – either the parent’s ability to maintain full time employment, or child mobility issues. Often this can be provided by the specialist community team. Supporting documentation of sickness absence and medical reports can be helpful. Early involvement of social care is encouraged to support families and individuals. 
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