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	ANNUAL REVIEW LETTER

	Introduction paragraph - BHOC

	
Today we performed an annual review. This is an appointment where we look at your health over the past year. We also ensure that you are up to date with screening and discuss medications/vaccinations. This letter contains information on the important points that we discussed today.


	Introduction paragraph – virtual/regional annual review

	
Today we performed a joint annual review with your local haematology team. This is an appointment where we look at your health over the past year. We also ensure that you are up to date with screening and discuss medications/vaccinations. We held this appointment today to give you the chance to meet with the specialist haemoglobinopathy team in Bristol. This letter contains information on the important points that we discussed today.




	BONE HEALTH

	Bone Health – vitamin D maintenance

	
Vitamin D is needed for a good bone health. This is particularly important in sickle cell disorders as the bones work particularly hard making new red cells and sickle cell crisis can cause background damage to the bones. Low vitamin D levels can contribute to bone problems such as osteopenia and osteoporosis.

We advise an annual check of your vitamin D level and suggest that all patients take low dose vitamin D supplementation to support your bone health.


	Bone Health – vitamin D loading

	
Vitamin D is needed for a good bone health. This is particularly important in sickle cell disorders as the bones work particularly hard making new red cells and sickle cell crisis can cause background damage to the bones. Low vitamin D levels can contribute to bone problems such as osteopenia and osteoporosis.

Today we have recommended a course of high-dose vitamin D loading. This is given to boost your levels up to normal and will be followed by long-term maintenance low dose vitamin D to support your bone health.




	FOLIC ACID

	Routine folic acid replacement

	
Folic acid is one of the building blocks of healthy cells which you need to build healthy red cells.  As your red blood cells have a higher turnover rate compared to healthy individuals, there is a need to continue to monitor folic acid and most people with sickle cell disorders take folic acid 5mg once per day lifelong. 

	HYDROXYCARBAMIDE

	Hydroxycarbamide – initial discussion/counselling

	
Hydroxycarbamide is a tablet which is offered to most patients with HbSS/HbS Beta-thalassaemia, and some patients with HbSC. This works by increasing the amount of fetal haemoglobin inside the body, which is a different type of haemoglobin that helps to protect against sickling. Hydroxycarbamide is offered to most patients over the age of 9 months as there is good evidence that it can help to reduce complications and improve life expectancy.

Side effects tend to be minimal when hydroxycarbamide is used for sickle cell disorders, but side effects can include skin/nail discolouration, mouth/leg ulcers, stomach upset and low blood counts (particularly when starting the medication), giving a risk of infection, bleeding and worsening anaemia.

One of the main barriers to patients wanting to take hydroxycarbamide is the concern regarding the risk of developing cancer. Long term studies have now shown that when used in the treatment of patients with haemoglobinopathies, hydroxycarbamide carries no increased risk of developing cancer compared to the rest of the population.

Effective contraception must be used whilst you are on treatment, whether you are male or female. This is because hydroxycarbamide may cause harm to the unborn baby. If you or your partner is planning on becoming pregnant, it is important to first discuss this with your haemoglobinopathy team. It is recommended that hydroxycarbamide is stopped at least three months before trying to conceive. If you or your partner falls pregnant, contact us immediately. Breastfeeding should also be avoided as small amounts of drug may be present in the breast milk.


	Hydroxycarbamide monitoring

	
After starting hydroxycarbamide, patients need a blood test around 2 weeks after starting/on dose increase and then once every 3 months once the dose is stable. This is to ensure that we keep the blood counts within a safe range. The dose is increased gradually until we get to the right dose for the patient.









	INFECTION PROPHYLAXIS

	Penicillin V

	
People with sickle cell disorders are more susceptible to infections by certain bacteria called ‘encapsulated bacteria’ as their spleen does not work as it should. This can make you prone to infections such as pneumonia, meningitis and osteomyelitis (bone infection). To prevent this, we have recommended that you should take lifelong preventative antibiotics (usually penicillin V). For patients with penicillin allergy, alternative antibiotics will be discussed.


	Penicillin V – NOTE FOR GP

	
I would be grateful if you could add penicillin V 250mg BD to this patient’s repeat prescription as long term prophylaxis. This is provided as the patient is functionally asplenic due to sickle cell disease. Thank you for your ongoing prescription.


	Rescue pack – co-amoxiclav

	
People with sickle cell disorders are more susceptible to infections by certain bacteria called ‘encapsulated bacteria’ as their spleen does not work as it should. This can make you prone to infections such as pneumonia, meningitis and osteomyelitis (bone infection). 

We have discussed the options available, and you have opted to have a rescue pack of co-amoxiclav available in case you become unwell (e.g. develop fevers or infective symptoms). If you start your rescue pack, please contact your local specialist nurses (or emergency contact number out of hours) as soon as possible so we can complete a clinical assessment.


	Rescue pack – co-amoxiclav – NOTE FOR GP

	
I would be grateful if you could add Co-amoxiclav 625mg TDS for 5 days to this patient’s repeat prescription as a ‘rescue pack’ in case of fever or infective symptoms. This is provided as the patient is functionally asplenic due to sickle cell disease. Thank you for your ongoing prescription.




	VACCINATIONS

	Generic advice

	
Due to your increased risk of infection, it is recommended that you should keep up to date with an enhanced vaccination schedule including 5 yearly pneumonia vaccine (pneumovax) and yearly influenza vaccination.

Where possible we will flag this in clinic when this is due, but we recommend you keep a note yourself and contact your GP so you can organise the next dose as soon as it is required.


	Note to GP – pneumovax due

	
We note that this patient’s pneumovax vaccination is now due or overdue. I would be grateful if you could invite the patient for this vaccination when possible. Thank you for your support.






	ECHO AND LUNG FUNCTION

	Screening for pulmonary hypertension

	
People living with sickle cell disorders are at an increased risk of developing a complication called pulmonary hypertension. This occurs when sickle cells cause blockages in the small vessels of the lungs and increase the back pressure on the heart.

To monitor for this, we recommend 5 yearly echocardiograms (heart scans) and lung function tests. If abnormalities are detected, this may be followed up more closely and some patients may be referred to dedicated heart/lung specialists. Performing these screening tests makes it more likely for us to pick up these problems early.


	Now due echocardiogram

	
You are now due an echocardiogram. Your team will complete the request and a date will be sent to you. If you need to rearrange this date/time, please contact the radiology department on the number provided on the appointment letter to discuss this before the appointment date.


	Now due lung function tests

	
You are now due your lung function test. Your team will complete the request and a date will be sent to you. If you need to rearrange this date/time, please contact the lung function department on the number provided on the appointment letter to discuss this before the appointment date.




	SICKLE RETINOPATHY

	Routine retinopathy screening

	
Sickle cell disorders can affect the eyes by blocking the blood supply to the small vessels at the back of the eye (called the retina). This causes a chronic (long-term) condition called sickle retinopathy. All patients can experience this, but individuals with HbSC are more prone to eye complications. You should have your eyes checked by an ophthalmologist at least once per year to screen for this condition.




	CURATIVE THERAPIES

	Generic note on curative options

	
Other treatments that might cure your sickle cell disease are gene therapy and stem cell transplantation. These treatments are not suitable for everyone, so we will individually discuss this with you to tailor your treatment. If you would like to know more, please look on our HCC website: https://southwesthcc.nhs.uk/patients/sickle-cell-disease-health-resources/




	Stem cell transplant

	
Today we discussed stem cell transplant, which is a potentially curative treatment for sickle cell disorders. Patients with more severe complications may be eligible. Patients who may be appropriate for stem cell transplant would have their siblings (brother/sister) ‘typed’. This is to find out if they are a match. If they are a close match, the patient can be referred to the transplant team to discuss receiving a stem cell transplant from their sibling.

A stem cell transplant can lead to some short term as well as long term complications. These are dependent on the type of transplant and will be discussed between the transplant team and the patient.

Patients who are referred for transplant require additional testing to ensure that they’re fit enough to go through with the procedure. They may require chemotherapy before receiving the donor stem cells. During this process their blood counts will drop while the donor cells settle into the bone marrow. This process can make the individual very prone to severe infection. The patient will need to remain in hospital around 3-4 weeks depending on blood count recovery.


	Gene therapy

	
Today we discussed gene therapy, which is a new and potentially curative treatment for sickle cell disorders. This treatment uses patient’s own stem cells, which are gene-edited to produce more fetal haemoglobin. This leads to a reduction in patient’s sickle cell percentage to a level of a sickle carrier. Gene therapy is available for patients who do not have a sibling stem cell match, and who have more than 2 painful crises per year. Patients also need to be able to tolerate high dose chemotherapy and will require extensive work up before being referred to the cellular therapy team in London.




	PAINFUL CRISIS

	Generic note on painful crisis

	
Painful crisis is the most common complication of sickle cell disorders. This happens when red cells are triggered to turn into a sickle shape and cause blockages in small vessels. This causes acute (sudden onset and short-term) pain. This can happen due to stress on the body including cold weather, overexertion, dehydration or infection.


	Pain plan

	
All patients should have a personalised pain plan, which is developed by their medical team. This gives them some advice on how to manage their pain and gives advice for hospital teams on how to manage their pain if they attend the hospital for a painful crisis. Many patients need to attend hospital for management of a painful crisis, particularly if they are not able to control their pain with the pain killers that they have at home.
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