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Welcome
strengths and weaknesses of the service
and the ability to identify and prioritise
On Tuesday the 21st of September 2010, areas where resources are needed, both
the Leeds adult Unit underwent a CF currently and for the future development
Trust and British Thoracic Society peer of the service’.
review. It all started earlier in the year with
the submission of a hefty evidence based ‘The Leeds team have played a central role
document detailing all aspects of our in developing national and international
service. This was followed by a CF Trust guidelines for the management of CF’.
patient survey and then a formal site visit
by an external panel including Dr Charlie ‘The unit has the lowest rate of chronic
Haworth (Papworth), Dr Andy Jones Pseudomonas aeruginosa infection in the
(Manchester), Val Hall (CF Nurse Consultant, UK reflecting the expertise of the paediatric
Belfast), Alison Gates (CF Physiotherapist, and adult CF teams and the expert CF
Oxford), Jo Osmond and Anna Smith (CF microbiology service in Leeds’.
Trust) and Dominic Kavanagh (patient
representative).
‘The Leeds unit is acknowledged as a centre

The Peer Review

The day started with presentations by
Christine and myself summarising the
service in Leeds with particular attention
to the changing population, annual activity,
segregation and service modernisation.
The latter part of the day was taken up
with a tour of the unit, patient and staff
interviews followed by a brief summary of
their findings.

of excellence for the nutritional care of
patients with CF’.

‘The CF ward at St James’s provides excellent
inpatient facilities for people with CF. The
excellent organisation of the homecare IV
service greatly assists in reducing demand
for inpatient care’.

In the next few paragraphs I will try and ‘The CF clinical management system has
summarise the key points of the 43 page led to improved clinical care, more efficient
care and has facilitated the rigorous audit
Peer review document.
of outcomes’.
So what was good?
‘The Leeds team has a highly successful
‘The Adult CF Centre in Leeds is respected clinical research program that has led to a
nationally and internationally as a centre large number of high impact publications
of excellence. The Adult CF Centre in and made significant contributions to the
Leeds has a highly skilled, experienced worldwide literature on the understanding
and dedicated CF multi-disciplinary team and management of clinical complications
(MDT) who have clear insight of the of CF’.

What did you think?
The CF Trust received 125 responses to
the patient questionnaire of the 360 which
were sent out prior to the peer review. We
were delighted to find an overwhelmingly
positive response about the inpatient
facilities, the CF and ward team and the
home IV provision.

Where could things be improved?
The Peer review found that the CF team
was understaffed in virtually all disciplines
when compared to other leading CF
Centres with similar patient numbers.
They reported that the Trust has a duty of
care to urgently address understaffing.

Some good news
The ward 9 gym is going ahead and I have
heard rumours that the smoking shelter
outside Gledhow may be moved.

Have a great summer!
Daniel Peckham
Summary of Patient Questionnaire
for CF Trust Peer Review
The questionnaire was sent to all of you by
the CF Trust. 125 of you replied. Here is a
summary of what you said!

1) Missed appointments: most of you
said you never missed a clinic date
and if you did this was usually due to
Both the patient survey and patient
adverse weather or failure of transport
interviews highlighted that the standard
to arrive.
of inpatient catering was not perceived as
good. Other key criticism included a lack of
parking at St James’s and smoking outside 2) Only 4 of 106 replies said that it was
difficult to arrange urgent appointments
Gledhow wing.
during working hours and only 9 of 98
Finally the Peer review team felt that gym
said it was difficult to arrange outside
facilities should be available for patients
normal work hours.
on ward 9.
3) Over the preceding year at clinics almost
Conclusion
all of you had seen a physiotherapist,
This was a very positive experience for
dietitian, and nurse specialist.
the team and gave us the opportunity of
reviewing all aspects of our service while 4) 97 of 118 had had annual blood tests
obtaining constructive feedback from external
taken.
reviewers. The clear conclusion from the
evidenced based external peer report was that 5) Generally waiting times in clinics were
Leeds runs a very high quality service while
acceptable but I think we can improve
being significantly understaffed.
and develop a more streamlined
service.
We are due to meet with senior management
and will work hard to implement the
6) Most of you were assessed by a senior
findings. I will keep you informed on how
doctor at least at every 2nd visit and
we get on!
only about 15% said they were seen
However in the present climate of cuts
by a different doctor each time. (We try
we will need to be cautious as the lean,
to ensure that a senior doctor sees you
modern units such as Leeds will fare better
at every 3rd visit or more. If this is not
when funding occurs through the national
happening for you let someone know in
banding systems soon to be introduced.
the clinic.)

7)

8)

9)

Most were happy with the home IV
service although it seems there could be
more efficient collection of the yellow
bins

new …… very clean and enough space
……every step possible has been taken to
provide a home from home experience
…… all outpatients are segregated and this
is taken very seriously ……I have never
Most of you said that the quantity of knowingly been put into a compromised or
food in hospital was OK but about 50% uncomfortable position re cross-infection
said that the quality of food was poor ……”
or very poor.
Suggestions you have made to improve the
You were happy with the cleanliness of service include the following:-

the ward, administration of medication “A daily Social Worker…… more staff ……
and access to exercise.
access to a ward bed when needed. Had to
wait 10 days last time…… a specialist nurse
10) There was a fairly even distribution of in diabetes …….. better car parking ….
responses from “hardly ever” to “very
often” for how often we encourage you More beds on the ward … more time at
to wash your hands but most of you felt appointments with Consultant doctors
that the staff is good at washing their …… cannot think of anything, the service
own hands. Almost all of you were provided is excellent …… very happy.”
happy with the overall control of cross Thank you to all of you who took the time
infection.
to complete this questionnaire. We will
take all your comments seriously and try
11) Parking remains a problem. (Unlikely and improve the areas where you have
to improve)
suggested that improvements are needed.
Some of your free text comments are below Steve Conway
– good and bad!
Difficulties with Vitamin K supplies
“The team is always available for advice in
and out of hours. …….. the staff in Leeds
are always incredibly helpful ….. waiting
times are realistic and as soon as possible
…. On busy clinics it can take almost an
hour to be seen ……….. I am usually there
for about two hours in the outpatient clinic
….. hardly no waiting time …… if I have
ever wanted to speak to a Consultant one
of them has always been available or called
me back within half-an-hour …….. usually
seen by a Registrar or understudy …….. do
not like to be seen by a doctor who I do not
know …….. home IV’s and long-lines are
brilliant …….. excellent support for home
IV’s …… all in all I have brilliant home IV
service …… failed to collect the bins on two
occasions …… the ward and rooms are quite

Why take it anyway?
Vitamin K is one of the fat soluble vitamin
family, just like vitamins A, D, and E. So why
have we not routinely prescribed vitamin K
along with these? Good question! Difficult
answer. Probably because it is not easy to
measure vitamin K levels. This can only be
done in specialized laboratories. Probably
because we were (are?) not certain of the
best dose. But also because until recently
we were not really aware of the important
role of vitamin K in different chemical
pathways. We have known for a long time
that it is needed for the liver to make the
proteins that allow blood to clot, but only
recently have appreciated how vitamin K
is needed for bone health.

How does vitamin K work?
It is essential for successful completion of the
chemical process that activates prothrombin
(helps blood clotting) and osteocalcin (helps
bone growth). The first thing to suffer in
vitamin K deficiency is osteocalcin function.
So lack of vitamin K may result in thin bones
(osteoporosis) followed by deficient blood
clotting function.

these tablets from an importing company
called IDIS (Tel: 01932 824 000), which
most pharmacies will be familiar with.
This preparation needs to be prescribed by
your GP as Phytomenadione 10 mg tablet
(unlicensed) take one tablet daily.
The second preparation is manufactured
by Neo-ceuticals Ltd. This is produced
within the UK but is also an unlicensed
preparation. This is available from the specials
department of the wholesalers Mawdsley’s
(Tel: 0800 5677412). Again most pharmacies
will be familiar with this wholesaler. This
preparation needs to be prescribed by your
GP as Phytomenadione 10 mg capsule
(unlicensed) take one capsule daily.

Is vitamin K deficiency common in CF?
Yes. Our own study in children with CF
showed that about 70% of the study group
had one or more signs of low vitamin K
levels. Dietary vitamin K is found in green
leafy vegetables and some vegetable oils
but to achieve good blood levels you will
probably need to take supplements.
What does it mean that the product is
‘unlicensed’?
Is any vitamin K preparation OK as a
When a manufacturer produces and sells any
supplement?
medicine in the UK they must first get a license
Probably not. And there lies the problem!
from the Government. The license describes
A leading figure in vitamin research
the way in which the medicine can be given,
informs us that the preparation vitamin
what it can be used to treat and the doses that
K1 (phytomenadione) is the best and safest
it can be given. There are many reasons why
to take. Supplies have recently been
a medicine does not have a license for use in
problematic but now your pharmacist
the UK. One of these is that the medicine is
should be able to order one of the two
available for use in another country but has
products available. However, if there are
not been commonly used in the UK. This is
problems then get in touch with us.
the case with Menadion®. Another reason
is that it is made in small quantities, and
So, why am I not prescribed vitamin K?
You probably should be and we are subsequently the manufacturer may think
working towards doing this for all of you. applying for a license is not economical. If
If we have not yet included you, remind us you would like more information about
unlicensed medicines then please ask at
at your next out-patient appointment.
your next outpatient appointment for an
How can my pharmacist obtain ‘Unlicensed Medicines’ patient information
vitamin K1 (phytomenadione)?
leaflet.
Since the discontinuation of the licensed
Sarah Huntington
product, there are currently two unlicensed
preparations available:
Insulin Pump Therapy
The first is called Menadion® and is
manufactured in Denmark. These tablets
are licensed in Denmark but not in the
UK. Community pharmacists can obtain

I have been on an insulin pump for nearly
five years now and I can really say that it
has helped me to maintain my blood sugar
levels a lot better than before I was on the

pump. As we know good diabetic control
is very important to minimize the risks
of diabetic complications, just because
we have CF it doesn’t mean that we are
immune from these complications.

For me I wouldn’t want to go back to insulin
pens and I am so grateful that the pump
has helped me to get my life back. They are
certainly worth giving a try.

Joy Pritchard

Before I started using the insulin pump my
overall glucose control was very poor, I had Transitional DVD
fluctuating blood sugars throughout the
During the last 3 months
day and night often leading to disabling
we have been working hard
hypo’s. Eventually I had disabling hypo’s
to produce a DVD which
at least once a day, I could not go out on
provides information about
my own because of this and also I lost my
the CF unit for those of you
driving licence due to my lack of any hypo transferring to us from paediatric services.
warnings.
Our hope is that the DVD gives a glimpse
After two months of starting the pump of the services available and the staff who
my overall blood glucose level had come will be involved in your care so that the
down to nearly normal range. I started to transition is a smoother and less daunting
regain the confidence to go out again on process.
my own because the disabling hypo’s had Our thanks to all those of you who
stopped and any ‘little’ hypo’s I had I got contributed to the filming during December
plenty of warning with enabling me to get and January - to Andy, Eileen, Ella, Katie,
my driving licence back after my medical Matthew, Graham and Ryan as well as
checks had been passed.
all those parents and relatives who gave
The pump itself is quite small about the size valuable insights into the difficulties of
of a small mobile phone which is worn all ‘letting go’, the practicalities of managing
the time, which takes a little getting used to daily treatments and the support networks
at first but soon it becomes part of you. It that we have. We appreciate the time and
can however be taken off for short periods effort you have given in helping us to film
of time such as showering or bathing. and in talking about your own experiences
Attached to the pump is a line with a small of transfer to adult care.
cannula at the end, this is placed just under
the skin and changed every two to three
days depending on the type of cannula
used. At first all the information seems a lot
to take in but it really does become easier
with time and practice and the diabetic
team are excellent in helping you become
used to everything. If you get stuck with
things you can pick up the phone and
the diabetic nurses will try to help you as
much as they can. I cannot think of many
disadvantages of having an insulin pump
other than maybe you do have to do a few
more blood glucose tests to make sure the
rates of insulin are correct but that is not a
major problem.

The DVD will be given prior to transfer
and will give an introduction to the staff
who will be involved in your care, some of
the facilities available on the ward, a view
of the rooms and carer accommodation we
have and the in-patient and out-patient
procedures. It will form part of a pack that
gives practical information such as clinic
times, contact numbers, directions to the
unit and parking information.
Lastly, thank you to all the staff who were
involved and to the ‘production team’
co-ordinated by Gary based at Walnut
Media.

Helen White and Maria Phillip

Fertility in Men with Cystic Fibrosis
Having discussed fertility and pregnancy
in women with Cystic Fibrosis in a previous
newsletter this article will cover aspects of
fertility in men including treatment options
available and our experience in Leeds of
men who have become fathers.

Please ask at your next visit if you wish to
know more about the CF causing mutations
you have. It is important that reproductive
health issues are discussed at around 14
years of age before patients transfer to adult
clinics and then again following transfer.
Semen analysis is available should anyone
wish to have this test done to confirm
infertility.

The majority of men (approximately 97%)
with Cystic Fibrosis are infertile due to Many men are concerned regarding the
aThecondition
MESA procedurecalled congenital bilateral volume of their ejaculate and need to be
absence of the vas deferens (CBAVD).
aware that this is less than normal. This
is due to the fact that small glands called
the seminal vesicles (see picture to left)
which normally provide the majority of
fluid to the semen are also either absent or
malformed in CF and as such the volume
of ejaculate is usually small (less than 1ml).

Until recently the only options available
for men with CF to have children was
either adoption or IVF treatment using
donor sperm (Artificial Insemination of
Donor sperm, AID). However, there have
been significant advances in assisted
reproductive techniques over the last
In this condition (see picture above) the tubes decade and it is now possible for men to be
(vas deferens) which transport sperm from become biological fathers and have their
the testis fail to develop properly. Although own children.
the testes (where sperm is made) usually
It is important to mention that men who
develop normally, the sperm cannot be
are referred for fertility treatment need to
transported through the vas deferens to
be in reasonably good health and likely to
become part of the semen. This condition
stay well whilst the child is growing up.
cannot be corrected surgically and thus
Men need to be in a stable relationship
men with CF are unable to father children
with their partners but marriage is not a
naturally.
pre requisite as long as they have been
It is important for men to know that together for at least 2-3 years. The female
although they are infertile sex drive and all partners need to be referred for genetic
aspects of sexual function are not affected. counselling to determine the risks of any
All men however need to be aware that the child having Cystic Fibrosis.
risk of sexually transmitted infections is no
The chance of carrying the CF gene in the
different to that in the general population
general population is approximately 1 in
and should practise safe sex at all times.
25. All men with CF have 2 genes for CF
A very small (2-3%) number of men with and so if the partner is a carrier the risk
CF are, however, fertile and can father their of a child having CF is 1 in 2 (50%). If the
own children through natural conception. partner is not found to be a carrier the risk
This CF gene mutation is, however, rare. of the baby having CF is approximately

1 in 50 although with more sensitive
tests this risk is much lower. The risk is
not however zero even if carrier testing is
negative as the carrier tests only detect the
more common mutations (which account
for 88% of all the CF causing mutations). If
the female partner is found to be a carrier
then a special form of IVF treatment can
be offered called PGD where the embryos
are tested for CF and only those found not
to have CF are placed back in the womb
to develop into a pregnancy. This form of
IVF treatment is only carried out in a few
specialised centres within the UK.

sperm are successfully removed in over
98% of cases. The sperm can then either
be used immediately for the next stage of
IVF or can be frozen and stored for use
later on.
MESA is followed by
a specialised form of
fertilisation called ICSI which
stands for Intra Cytoplasmic
Sperm Injection. As you
can see in the picture the
egg is held in place and
a single sperm is injected
into the centre of the egg.
The rates of fertilisation are
much improved using this
technique, although not all fertilised eggs
will develop into embryos. After 2-3 days
the developing embryo is transferred to
the uterus.

One of the problems with IVF treatment is
funding. Most couples are usually entitled
to at least one funded course of treatment
but this is something which can be very
variable and needs to be discussed at
the initial consultation with the fertility
experts.
So, what are the success rates with this
We will now look at the different treatment? There are several studies
surgical techniques involved. Basically looking at this treatment in men with CF
IVF treatment involves taking the sperm and they seem to agree in terms of the
from the man and the eggs from the figures they quote. Fertilisation rates are
woman and using the sperm and egg in the approximately 60 to 75% and in 60% of
process of fertilisation. Once the embryo couples a pregnancy is achieved with 50%
has reached a certain stage of development of couples having a live birth. In the UK
it is then placed into the uterus of the the success rate per cycle is approximately
female where the pregnancy will develop. 30% although these figures are improving
The women need to have treatment also to all the time. It is important to be aware that
the success rates do change with the age of
increase the numbers of eggs produced.
the woman as natural fertility does decline
The most common with increasing age.
method for retrieving
the sperm is called There are some risks associated with this
MESA which stands form of IVF treatment with a small (2%)
for micro-epididymal risk of chromosomal abnormalities (genetic
sperm aspiration. If you problems) and a 4% risk of congenital
look back at the first abnormalities. Multiple pregnancies are
picture you will see also more common which carry with it
where the epididymis increased risks to both mother and babies.
is sited. This is We have recently analysed the data at our
where the sperm CF Unit for men who have become fathers
are taken from. The operation involves during the time period 1990 to 2009. In
an anaesthetic and the individual tubes total 20 men have become fathers to 32
within the epididymis are opened up and children including 6 sets of twins

(and more recently one set of triplets!). The
majority of children (20 out of 32) were
born following successful IVF treatment
using the techniques described above. One
couple successfully adopted a child and 5
were born following insemination of donor
sperm. Men with children tended to be
older than the rest of our male population
with the average age of the men at the
time the child was born being just over
30 years of age. In addition 95% of men
were married at time of referral. We also
looked to see if the clinical status changed
following delivery of child/children. There
was no difference in weight or number
of clinic visits required but there was a
trend to requiring more frequent courses
of intravenous antibiotics in the four years
following the birth of the child compared
to 4 years before and in some men their
lung function also declined slightly.
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I shall leave you now with some pictures
of two of our men who have had twins
following successful IVF treatment.

Medicine, she will be back with us in mid
May, Hoorah !
Sarah Wynne has been seconded to a
research post for 18 months and Katie
Taylor is seconded into Sarah’s post, so
you will see Katie out and about in the
community and in clinic with the rest of
the CNS team.
Hollie Challis has left us and we wish her
luck for her future career.
To replace Hollie and Katie we are
welcoming two new nurses to the Unit in
mid May, Kenny and Jane who both have
experience in Respiratory medicine.
Louise Kirkwood
had her beautiful
baby Ava in
January (1 month
early) and is
enjoying being
a new mummy.
She will be back
with us in June
at the end of her
maternity leave.

If there is anything in this article which you
wish to discuss further please do bring this
up at your next clinic review or contact me We recently welcomed our pharmacist
sooner via the ward telephone number Nicola Shaw back from maternity leave and
0113 2065702.
now fortunately have full time pharmacy
cover with Nicola and Sarah job sharing.

Dr Christine Etherington,
Associate Specialist

Thank you as always to all you lovely
families who donate money to our Unit.
As you know we try hard to provide a
comfortable environment for both patients
and their families, without you we wouldn’t
have all those extra nice things that we are
able to provide.

Finally we are sure that you will join us
in wishing Dr Conway Happy Birthday,
it was a BIG birthday and yes he is 21
There has been lots of staff movement over again!!
the past few months,
Enjoy spring and the lovely weather;
remember to stay protected from the sun,
As you have probably noticed Rachel has
been “borrowed” from us again to manage Best wishes,
the winter ward upstairs in Respiratory Maria and the team.

Hi and welcome to the gossip
section of the newsletter
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