VIEWPOINT

Who should care for people
with bleeding disorders?

By Cathy Harrison

An integrated model of specialised-delivered care is
widely accepted as the standard of care for people
with haemophilia in the UK. Assessment of available
evidence on patient outcomes confirms this approach.
But leading the specialist care for this group of patients
does not require a medical qualification. Specialist
nursing is well established within the haemophilia
service and offers perhaps the greatest resource as
health services cope with cost constraints on the
specialist provision of services.
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aemophilia is a rare disorder that is complex

to diagnose and manage. Optimal care

warrants more than treating an acute bleed.

Priorities lie in the improvement of health
and quality of life of people with haemophilia (PWH),
including prevention of bleeding and joint arthropathy,
prompt cessation of bleeding, management of disease-
associated complications such as inhibitors and
viruses, and attention to psychosocial health ®. The
condition is expensive to treat and its management
varies through diverse health services and economic
systems worldwide.

The care of PWH is commonly provided by a
specialised multidisciplinary team, but this varies
significantly throughout the world. In the UK,
comprehensive care centres provide 24-hour specialist
care for PWH and other bleeding disorders, but this is
not the case everywhere as a result of issues including a
lack of specialists, products and diagnostic technology.
A team from the National Hemophilia Foundation and
McMaster University recently published a systematic
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review of published studies assessing the value of the
integrated care model on patient outcomes for PWH 2,
The outcomes reviewed were mortality, missed days of
school or work, emergency department visits, length of
in-patient stay, quality of life, joint damage or disease,
educational attainment, patient adherence and patient
knowledge. The models of care reviewed were the
specialised care model, identified since the 1940s as
the preferred model of care in the UK ; care delivered
by a non-specialist in a non-specialist setting and; the
‘'no care’ model, which was assumed not to occur in
the Western world.

NHF-McMaster's collaborative systematic review of
models of care focused on the recommendations for
models of care for PWH living in the United States .
Did the review tell us anything we did not know, or
did not think we already knew? The answer, in short,
is no. However, it confirms our current knowledge,
ensuring that we are providing evidence-based care.
As the UK healthcare system changes in the coming
years and commissioning groups require evidence
to support what we recognise as ‘gold standard’
care, this paper will certainly go some way towards
providing that.
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The NHF-McMaster team chose to review other
patient cohorts alongside PWH due to the rare nature
of haemophilia, which they argue enabled them to
draw firmer conclusions from the evidence . There are
no randomised studies in the delivery of care for PWH
or cystic fibrosis and it would be unethical to randomise
and compare the care of these individuals between
GP or specialist-led care. While the education around
such as asthma and diabetes fits well, comparing PWH
with those who have these chronic conditions does not
quite fit. Conditions such as rheumatological disorders
may provide a better comparator. The difference in
numbers and the capacity of primary care to deal with
specialist rare conditions seems more comparable.
There is evidence to show that the integrated model
of care provides improved patient outcomes and
satisfaction within rheumatology disorders 4>,

Data collection is essential in order to manage rare
conditions appropriately. Both CF and haemophilia
teams have been doing this for decades "8 Although
well controlled studies are required to establish the
benefit of new specialist treatments, the value of
compiling data from a wider clinical population cannot
be ignored. Databases such as EUHASS in haemophilia,
for example, provide valuable information on the
management of this rare condition.

The NHF-McMaster guideline, while recommending
comprehensive care for all, states that the evidence is
stronger for those with inhibitors. Does this therefore
mean it is acceptable for others not to be managed
within a comprehensive care setting? PWH and inhibitors
are complex, but if the management of ageing patients
with mild haemophilia is not given careful consideration,
the development of inhibitors following complex
surgery, for example, can be a devastating health
outcome. Patient-related, non-modifiable risk factors, as
well as environmental modifiable risk factors, have been
identified in inhibitor development 112,

We are working in a new era of haemophilia care.
With PWH reaching older ages, we are now seeing the
emergence of (and managing) conditions commonly
seen in the general population, notably cancer and
cardiovascular disease. Managing complex surgeries
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and malignancies clearly requires specialist support
1314 Evidence is now accumulating on the complexity
of managing cardiovascular disease in PWH, but this is
not something to be managed in primary care or even
by an independent cardiologist ">, Even as specialists,
we are treading new ground in caring for PWH, and to
allow the possibility of primary care, internal medicine,
oncology or cardiology medics managing these
patients without specialist haemophilia team input is
unsafe. The management of comorbidities requires
extensive comprehensive care.

| would argue, however, that leading the specialist
care for this group of patients does not require a
medical qualification. Specialist nursing within the care
of PWH is well established, and nursing teams have
a more hands-on and constant presence in patients’
lives than their medical counterparts. As such, they
have much more ownership of this service. Nurse
consultants have been present within the speciality for
20 years and there are a growing number of advanced
nurse practitioner roles working to a higher academic
level, performing nurse-led research, and presenting
and publishing their findings. Nurses with advanced
clinical skills are already plugging the gaps within the
service where there is a lack of junior doctors with the
necessary knowledge. As fewer junior doctors choose
haemophilia as a specialty, the development of nurse-
led services could ensure that patient care continues to
be individualised in the future. While a team approach
will remain essential going forward, | would argue
the specialist nurse and physiotherapist are the best
candidates to support other services.

The future of haemophilia care could be very
different. Clinical trials of novel treatments are
revealing promising results, and it is likely that in 20
years a specialist team will only be required for very
complex procedures and management. However,
| would envisage that there will be an additional
need for specialist input during the introduction of
novel treatments. Rather than focusing purely on
haemophilia, we should also be taking a more active
role in managing other conditions such as Glanzmann's
thrombasthenia, von Willebrand disease, female
carriers and other rare factor deficiencies. The Rare
Bleeding Disorder Database collects data on all of these
rare haemostasis disorders, none of which could be
managed outside specialist units 7!,

In conclusion, while the NHF-McMaster paper
adds important evidence to the management of this
rare condition, it really only just begins to scratch the
surface on the important question of who should
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care for people with haemophilia. The complexity of
the condition is underestimated, and while the paper
recognises the importance of specialist care for those
with inhibitors, it leaves the rest of the PWH cohort
open to below-standard care. Additionally, while it
looks at the evidence for what we recognise as good
standard care, it does not strive to make changes

to care. In the UK, we should recognise that our
greatest resource is our specialist nursing teams. In
order to build evidence for the safe management of
less prevalent bleeding disorders, changing specialist
provision of services, the ageing population of PWH
and novel treatments, it is essential that data collection
continues internationally.
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