RCN – A very welcome baby - The launch of the Universal Sickle cell and Thalassaemia newborn screening programme.

This paper will review the current newborn screening provision; although midwives and neonatal nurses are already familiar with the programme it is important to disseminate the screening progress to other nurses and health care professionals as background knowledge so that they can take to opportunity to promote them and act in the public’s best interest.

On October 20th 2006, a new Universal screening programme was officially launched.  National screening for the genetically inherited disorders of sickle cell (s/c) anaemia and thalassaemia will now be offered to the parents of all newborn infants resident in England.  This avoids the need for the professionally difficult and ineffective task of selective antenatal screening by apparent “race” and colour as highlighted by Dyson (2005) and will stop some affected individuals falling through the net.

New challenges ahead?

The screening programme will however be a challenge to the frontline health care staff.  Nurses and midwives will have to promote it, be expected to deliver it and then cope with dealing with the test result.  The tests implementation could result in some controversial issues which society may have to resolve, as this test will uncover not only the affected individuals but also the carriers of the s/c and red blood cell conditions.  This information has potentially vast implications for the future of an individual and their choices regarding parenting.  
There is implicit education, training and development issues, for nurses and midwives both in pre and post registration as these health care professionals are going to have to extend their skills to include talking through the genetic implications of the test and in counselling affected individuals.  For pre-registration students it would be easy to have this information embedded into the existing curriculum but for post registration staff such information will have to be incorporated into an already packed mandatory update days.  The Archbishop for York Dr John Sentamu said at the launch “there is sometimes a long journey from standards to practice on the ground” the staff who are going to have to deliver such a programme will have to be prepared to do it and the staff who have to act on the results will need to have time to devote to these patients.  Additional burdens should not be placed on already overstretched community care teams.  This service must be adequately resourced and funded.
Why these tests are needed

Sickle cell disease is the most common genetically inherited disorder in England today (NHS 2006) affecting 1:2000 live births.  It is the collective name given to a range of haemoglobin abnormalities which affect the structure and function of the erythrocyte, it is prevalent in populations who have an African and African-Caribbean  origin but can also be found in people who have Mediterranean or Asian backgrounds, “white” indigenous UK carriers have also been identified (Bennett 2005).  It is an autosomal recessive trait which means that it can be carried by healthy “unsuspecting” individuals who are unaware of their status until they have affected children by another carrier.  The risks of two individuals who are both carriers in having an affected child in each pregnancy are 1:4 (25%) with a 50% chance of passing on the carrier status (Ross and Wilson 2006).  It is estimated that there are 240,000 carriers of s/c in England.
It is important to detect the condition early as effective management can reduce infant mortality, improve the quality of the outcome and increase the life expectancy.  Although the disease has a wide range of severity it is anticipated that as many as 300 lives could be saved a year as a result of the new screening (NHS media release 2006).  
Thalassaemia is also a blanket term used to refer to a group of inherited conditions that are found in many countries around the world particularly in Mediterranean, North African, Middle Eastern, Asian and Pacific decent (Weatherall and Clegg 2001) 

Like s/c there is no cure, good management and treatment is required to prevent the individual suffering the worst effects from lack of production of normal haemoglobin and the resulting increased destruction of red cells culminating in anaemia.   Thalassaemia traits are also carried as autosomal recessive genes and there are an estimated 214,000 carriers in England.  The thalassaemias range in degrees of severity in condition, some are debilitating others are acutely life threatening.  Thalassaemia has its own international organisation the Thalassaemia International Federation and this enjoys close relationships with the WHO.  
Implications for practice

The test is performed on the neonate at the same time as the current blood spot harvest, taken (usually at five days) for Phenylketonuria, Congenital Hypothyroid and Cystic Fibrosis.  The harvesting of blood is a quick and nearly painless procedure, usually more distressing to the parents than the patient.  Infants can be distracted by the administration sucrose (Haouari Wood and Griffiths 1995) or quickly comforted by the offering of a breast feed afterwards.  As with the existing test there are some circumstances where consent has to be obtained for repeat samplings for example where an infant has had a blood transfusion where the donated red cells could cause a false negative.  These are mainly neonates who have been born prematurely or had a difficult time following birth and they may still be resident in the neonatal units so they should not fall through the net but here needs to be some surveillance to ensure follow up in the event of home discharge.  The parents are educated partners in care and may in these cases hold the records and documentation themselves as it is probable that parents lose fewer documents regarding the care of their child then the health service.  
The sample is collected onto a card and although the process of harvesting blood is not difficult it is vital that the records are accurate and legible (NMC 2002).  As this is the data the laboratories need to have to distinguish between the large numbers of samples they need to process.  There are a small number of laboratories in the UK designated with the task of processing and reporting of these samples and these laboratories are subject to their own set of guidelines and standards (Laboratory Newsletter no 3, 2005).

The history of information technology (IT) in the HNS has been one of limited success, and the success of the screening programme is going to require an IT system sufficiently sophisticated to coordinate and connect the various data bases securely.   The proposed system can be viewed at www.sickleandthal.org.uk/documents/stage1appendix1.doc  Currently positive results are sent to the GP or community team who will contact and inform the parents and arrange for further confirmation and ongoing management.  As yet there is no consistent mechanism for sending the reassuring negative result out directly to the parents from all laboratories but this is an area of development, as is the determination of standards to monitor the quality of the screening process.  This is vital to avoid the potential of situations such as the flawed reporting of the cervical surveillance programme (Warden 1998) it is important to uphold the public confidence in the test process.  
Integrated policy and practice

Having detected a number of infants who are positive for s/c and thalassaemia the opportunity for prophylactic care and preventative management presents.  This health and social care will not come cheaply and the health service does not have a good track record of calculating the cost of services and managing its budget (Palmer, 2006) although the reasons for this are contentious.  It remains to be seen if these expansion of services will have significant impact on the currently constrained budgets.  Having detected a population who need considerate attention, the care services must be in place to provide for their needs if disappointment is to be avoided.
Although the evidence suggests that the patients with the most needs cluster round major cities.  It is vital that hospitals with low prevalence rates are not excluded from the education and the training in case they need to care for individuals at a local hospital.  Information on the needs of these individuals must be cascaded throughout all hospitals as the local Emergency department need to be able to cope with the patient in crisis and the surgical wards need to be able to provide holistic care to avert them, in paediatrics attention needs to be paid to the transitional phase between children’s provision and adult to ensure smooth continuous care.  Adult services need to be responsive to the needs of their population and be inclusive.  Eventually a care network will be developed where expertise can be concentrated to cope with the crisis times in an individual’s life.  Local management by the HV and GP team if individually and carefully crafted can keep individuals out of hospital and safe at home.  This integrated service provision is truly the ethos of the NSF (2004). 
Of late, the NHS has suffered some devastating blows and been rocked by a series of critical incidents but this programme is indeed good news, arguably overdue but a positive step in the right direction and a potential morale boost.  
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