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Welcome
Dear All
We would like to welcome you to this summer’s newsletter and we hope that you enjoy the
contents.
As summer is upon us it is very important that you do not forget to ensure that you have
adequate insurance for holidays, that you have booked your flight tests well in advance and
you take salt tablets and drink plenty of water to stay hydrated both on holiday but should
we be lucky enough to have a heat-wave. Minimal exposure to sunlight will improve your
vitamin D status but see the warnings from Dan later in the Newsletter.
The Team.

“Left Alone”
Hi my name is Damon Andrew, I’m 26 and I
have Cystic Fibrosis like you guys.
CF is like moving up a difficulty or two in a
video game, and life is just a big game right?
Well… mine is! I’m a video game designer. I
run a small studio called Volumetric Games
with my friend Matt, we released our first
game “Left Alone” in April on the mega
digital distributor that is Steam. It’s a horror
game set in multiple environments including
a very creepy school and forest. If you or
anyone you know is into horror then please
check it out!

I moved to Leeds in 2010 to start University
at Leeds Met, where I studied Game Design.
Before I came to Leeds I lived in Cyprus on
Dhekelia Army Base with my family, the
warm weather was a great help with my CF
and helped me keep away from lots of bugs
etc.
I have always had very supportive family and
friends, I have always stuck to my treatments
and kept fit by playing football, swimming
or going to the gym. The years I lived on
the Army Base in Cyprus meant my dad and
I would have to fly back for check-ups and
admissions at Deriford hospital in Plymouth
(where we lived previously) because the
special care for Cystic Fibrosis was obviously
lacking in Cyprus.

My day-job consists of sitting in front of a
computer creating assets, designing textures,
creating sounds and much more. Sitting at
a desk all day means I need to make time to
walk my dog Leo and get to the gym, staying
healthy is the main thing so I make sure not
to let anything get in the way!
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is to make sure I stay healthy and do my
treatment, I end up forgetting it’s even there!
People always comment on how they forget
I even have CF, I think that really helps me to
live a normal life with people I love. I have
managed to keep well for most of my life and
have only been admitted for I.V.’s about five
times in my whole life, which is really good.
I personally think no matter what your dream
is just work really hard towards it and don’t
let Cystic Fibrosis get in the way! Set small
goals along the way towards the end game,
and don’t forget working hard means you
can play even harder.

The Andrew Family

Living independently was a very scary
thought at first but the way I tackle CF

Mrs M, Mrs Morton or Alison the Dietitian says goodbye!
I have been exceptionally fortunate in the
opportunities I have had over the last 24
years. It has been hard work but I have had
amazing opportunities. I have travelled
and spoken in many countries –UK, all over
Europe and America at the European CF
Conference and the North American CF
Conference, Macedonia, Italy, Oman and
the honour of being invited to speak at the
Australian CF Conference in Brisbane.

As Editor! It is with mixed emotions that
I write this for my last edition of the
newsletter. I am sad, apprehensive but also
excited. After almost 24 years working on
the CF Unit I have decided to retire (before
you make any comments it is VERY early
retirement). Many of you have made
comments about the number of holidays I
have taken but this is the big one!
I have deliberately not told people before
this as I did not want to offend anyone. You
will all hear from me at the same time.

Despite all this the greatest honour and
privilege has been to work with such an
amazing group of people with CF. Some who
have sadly gone before us who are in my
thoughts. You have taught me so much. I
know some of you have found me tough but
I have always tried to be tough but fair and
reliable! I will miss you all but you will be in
my thoughts for years to come.

I have seen many changes over the years.
From the early days when Steve and Dr
Littlewood were just setting out with beds
on H and J ward at Seacroft, followed by
days with additional beds on Y/L ward.
The development on the CF Unit in 1993,
welcoming Daniel to the team and the move
to St James to another purpose built unit –
which we have already out grown.

Think of me walking in the sun – those who
know me well will understand the Bruce
Springsteen reference (see my morning
walk below) and I will be thinking of you on
Beckett Street whatever the weather!

I have also seen many great changes in the
management of CF. When I qualified as a
dietitian the nutritional management was
a low fat diet, with the introduction of acid
resistant pancreatic enzymes we moved to
pushing a high fat diet to improve nutrition.
Some would say we had gone too far!
We have seen the introduction of DNase,
TOBI, Kalydeco, Orkambi and wait with
anticipation of better things to come.
When we first experienced the North
American dream of a pipeline to develop new
drugs all of us were sceptical. Now it is here.

Mrs M x
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Some patients with lung function of 40% or
less have got more unwell during the first 10
-14 days of treatment with the drug. Patients
have dropped their lung function by around
5-10%, have become more productive of
sputum, had increased cough frequency and
have become generally more unwell.

Orkambi
A lot of you may already know that
Orkambi™, a combination of lumacaftor and
ivacaftor was approved for use in Europe
in November 2015 but was rejected by
The National Institute for Health and Care
Excellence (NICE).

For that reason we propose to start
treatment in a small number of patients at
any one time during an inpatient admission
and introduce the drug slowly starting with
one tablet once a day increasing to the final
dose of two tablets twice a day. Orkambi
cannot be started when patients are having
a respiratory exacerbation as it can make
patients very unwell.

Orkambi is a combination of two drugs
(ivacaftor + lumacaftor) and aims to treat
patients who have two copies of the
Phe508del mutation. Unfortunately results
of clinical trials were rather disappointing.
There was a slight improvement in lung
function of around 2-3%. This is smaller than
changes in lung function with Pulmozyme
and the 10% improvement seen in patients
on ivacaftor with the gating mutations such
as G551D. There is evidence that it can
reduce respiratory exacerbations.

Orkambi can damage the liver so for the
first month then three monthly thereafter
liver function tests will have to be
performed. Orkambi can interfere with a
lot of medication. We can alter your drug
doses or drugs that you take to account for
this. However Orkambi interacts with all
forms of hormonal contraception including
tablets, injection, implants and patches. This
means that these cannot be relied upon
as effective methods of contraception and
other methods have to be used. This can be
discussed further with your Doctor.

Unfortunately funding of the drug has not
been agreed, so we cannot prescribe it for
patients as it is not available via the NHS. A
compassionate use scheme exists enabling
us to supply it to patients with low lung
function and who meet specific criteria
which are as follows:
1. Have two copies of the Phe508del
mutation

Once we have gained experience in using it
in a number of patients we may be able to
introduce the drug in an outpatient setting,
if patients tolerate the drug well. We will
be happy to discuss this you. The drug may
be discontinued at any time. New more
effective therapies are under development.

2. FEV1% predicted less or equal to 40%
or who show a rapid decline in lung
function
Exclusions to entering the scheme, include:
1. Transplantation (including lung, liver,
kidney and bone marrow)

Nicola and the team

2. Poor liver function

Sunhealth

3. Taking part in another clinical trial
involving a drug

Recently some of you may have been asked
to complete a questionnaire about “Sun
Health” when you have been to outpatient
clinics or admitted to hospital. With summer
on its way we thought that now might be a
good time to start asking you about this. We
know that patients are at an increased risk
of sun burn on certain medications. Many
of you may have found that you burn or tan
more easily when on medications such as
ciprofloxacin or antifungals.

Some patients starting Orkambi have had
to stop due to decline in lung function and
wellbeing and deteriorating in liver function
tests.
Patients can only be accepted on the scheme
if they fulfil all the criteria and approval
from Vertex in the U.S. Vertex has the right
to not allow patients to have the drug if
there are safety concerns i.e. that Orkambi
may harm you.
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We are trying to find out how many of you
have had sun burn whilst taking medicines
and at the same time gather information
about sun behaviour and the use of artificial
tanning equipment. Unfortunately there are
reports of skin cancer in patients with CF so
it is something we have to be vigilant about
and try to prevent it happening.

needles should be replaced weekly. When
cared for properly, complications are rare.
If not cared for properly complications can
occur. These can include infection, catheter
blockage, leakage, vascular thrombosis,
detached or migrating catheter.
For our part we are planning to put a
prompt on clinic documentation so we check
at the start of clinic when you last had a port
flush. However, it is your port so we ask you
to take responsibility for it and we would
like you to ask as you come into clinic if you
need a port flush.

On hot sunny days it is important to cover up
and wear generous amounts of high factor
sun cream particularly during the middle
of the day. The results of this work will be
presented at the European CF Conference
in Switzerland and once the research has
been completed we will update you with the
findings. For now enjoy the summer and if
you have any questions about increased risk
of sun burn on medications please ask one
of us.
Dan Office

Hi once again to all
A quick update on recent events on Ward
J06,
Hello and welcome to our two new
Apprentice Clinical Support Workers:Leanne Fairweather and Chaman Hussain.
Both are enjoying their experience on
the Unit and are keen to learn as much as
possible during their placement.

Did you get great care?
During visits to the ward and after every
admission you should be given a leaflet
entitled “Did you get great care?” We
understand that asking you to complete
these forms can be a bit of a nuisance
sometimes at it is so repetitive especially
for patients who use our services regularly
however………It would be really great if you
could take the time to answer the questions
as we are monitored closely on our response
rate. The Trust is committed to continually
obtain feedback in order to improve the care
we deliver to our patients.

Big congratulations to Meena on qualifying
as a band 2 HCA. Meena has loved her time
on J06 and plans to stay with us for the
foreseeable future. Well done Meena, great
to have you on board.
Lynette is due to
return from maternity
leave any time soon
after giving birth to
her gorgeous baby
boy George.

Ports
As part of our efforts to improve the quality
of your care we have a Clinical Governance
Meeting where we highlight issues and try
and identify solutions to prevent further
problems. One issue raised recently was a
patient with a port which had not been
flushed for over a year despite the patient
attending Out Patient Clinics.

Laura Cassidy is now
Mrs Kelly. Laura and
Chris tied the Knot in
a beautiful ceremony
on the 23rd of April.
Congratulations
to you both, we
wish you a happy
and successful life
together.

We recommend that P.A.S. Ports are flushed
every four to six weeks and Port-A-Caths
every six to eight weeks when not in use.
When in use during intravenous therapy, the

Rachel
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