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Welcome
Dear All
Welcome to another exciting issue of CFN. In this issue we will be updating
you on some of the new therapies in development, catering (an area close to
your hearts), Tobramycin inhalation powder, benefits and a lot more. There will
even be some gossip. The Newsletters can now be downloaded from the www.
chestmedicine.co.uk website. We would love some feedback about the type of
information and articles you want to see in future issues.
Have a lovely and safe summer!
Best wishes
Your Team

Digital Mafia
people; it’s what I live for. When
summer time comes its festival season
and I love playing stages to thousands
of ravers while
the sun beats
down. I’ve
been booked
for the prolific
Creamfields
this year
which
I’m super
excited
about. I’ve
done tours
of Ibiza and
had number
one selling
records in
my music genre, worked with my
heroes, won awards and feature
regular in a magazine called
Mixmag. Now I’m running my own

Hi my name is David Jackson and I’m
a Cystic Fibrosis patient just like you.
The only difference is I live my life one
performance at a time. Through
the day I take care
of myself the
best possible
way I can by
taking all my
medication,
exercising,
eating
healthy and
drinking lots
of water and by
night I’m a DJ, Music
Producer and Sound
Engineer. I travel up
and down the UK on
weekends all the way
from Aberdeen to
London playing gigs
to rammed nightclubs full of sweaty
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record label and studio. There’s even a breakfast named after me in a Cafe in
Hull (I’ll be trying it out when I’m next in the city).
It has been a lot of hard work to get to where I am today. When I was
first starting out I worked in a supermarket and then moved onto being a
photographer for Yorkshire Auto Trader. Saving up all the money I earned to
buy DJ equipment. It was my dream and goal in life but when I was 18-19 I
was in and out of hospital every three months for two weeks at a time for IV
treatment (I’m sure you are well aware of the procedures). I had a port fitted
which is still serving me well! This set my goals and desires back but I never
let it defeat me. It’s now been over two years since I was last admitted for
treatment and I put my good health down to a fantastic girlfriend (who is now
my fiancé) who always supports me and a very positive attitude in the way I live
my life. Don’t ever let having CF hold you back let it drive your ambitions. Like
me, if you put your mind to it you can become or do anything you want to.

CF Unit ‘Time Out’
In February this year representatives
from each staffing group that makes
up the CF Unit took some time out of
clinical care in order to appraise our
service.

Interestingly, many of the issues
highlighted by you in the Peer Review
questionnaire were already things
that we as a team had highlighted as
needing addressing.

Last September we had our Peer
Review performed by the CF Trust,
and the British Thoracic Society, and
we used the recommendations and
comments from that as a baseline to
look at how we are performing now,
what we would like to change, and
where we see the future.

The things we discussed could be
broadly broken down into three key
areas, and we have work streams now
looking at these areas in more detail.
One of the areas highlighted was
communication, and we are exploring
different and new ways that we might
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described as the mountain peak and
we are presently mid-way.

be able to resolve some of the issues.
This may be as simple as an automated
answer system which will direct you to
the right people at the right time. We
are also developing a CF Unit web site
which will have a ‘contact us’ section
- this might be easier for those nonurgent enquiries out of hours.

As you may know to have CF, you
need to inherit an abnormal CF gene
from both your father and mother.
The first CF mutation to be identified
back in 1989 is the commonest
and is called DeltaF508. Since then
1999 abnormal mutations have
been described and this is likely to
increase by the time this newsletter
gets published. In CF the gene which
contains the coded instruction for
your cells to make a very important
protein called CFTR is abnormal. If the
code is wrong then the protein does
not work properly.

In the meantime, can we encourage
you to make non-urgent calls Monday
to Friday between 9am-4pm, and if it
is urgent, or you are seeking medical
advice please do not leave it until the
end of the day, when it much harder
to sort things out.
We sometimes have problems
contacting people after they have
left a message. Some people do not
answer their mobile phones as the
hospital number appears as “Private
Number”. This means the Doctors
have to spend a lot of time trying to
return your calls. This takes up a lot of
their time and is also frustrating for
you!

This CFTR protein is key for making
sure the linings of your lungs and
intestines have adequate hydration to
function normally. If we can correct
this protein then this will correct the
underlying physiological problem
which causes CF.
However correcting CFTR will not
be able to correct the underlying
lung damage which means it is very
important to stay as well as possible so
that you can benefit from any future
therapies.

It was a productive day, and a great
opportunity to step back and see
how we are doing. If we are honest,
we should have probably set the
time aside to do this before, and we
will certainly plan to make it a more
regular event.

We know people have been going
on about the cure and gene therapy
for many years with little to show for
all our efforts. However things are
changing and we have a much better
understanding about what we need
to do to correct the problem.

Finding the Cure..... Are We
Nearly There Yet?
This is an exciting time for CF and
the past few decades of research are
starting to show fruition. Although
I am very positive about future
developments, it is important that we
remain realistic as there is still some
way to go. At the recent American
meeting the ultimate goal was
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The 5 Classes of Mutations
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CFTR production is stopped early and protein production becomes
Class I
mutations defective. Class 1 patients have no functioning CFTR chloride channels
CFTR is is
poorly processed and is destroyed within the cell, resulting in
Class II
mutations little or no CFTR reaching the cell surface
CFTR reaches the cell surface but does not work, unable to open
Class III
mutations properly to transport chloride
CFTR reaches the apical surface but the defective conduction of chloride
Class IV
mutations through the channel results in poor CFTR function
Decreased production of CFTR results in some production, but
Class V
insufficient to maintain normal function
mutations

screws or bolts so you just have to
stop and have a beer.

The gene mutations are classified into
5 classes and it is likely that different
drugs or drug combinations will
be required to correct the problem
according to mutation class.

Possible Treatment
There is a study exploring a drug
called Ataluren (PTC) which helps the
code to be read properly. The final
study is on-going and Leeds will take
part.

Class 1 Mutation
This is relatively rare in the UK. The
CFTR protein is not made because
the CF gene code causes the reading
of your DNA to be prematurely
terminated. It is like reading an IKEA
DIY manual but you find there are no

Class 3 Mutation
Now this is the equivalent of a rusty
gate. The abnormal mutation allows
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be targeted by ivacaftor which helps
it function properly. Results are not
as good as ivacaftor in the gating
mutation (class 2 alone) but data
supports a reduction in exacerbation
rate, some improvement in lung
function and well-being. A newer
drug called VX661 in combination
with ivacaftor is starting trials and
looks to have more potential.

the production of the CFTR protein
which gets to the right place but does
not work properly. The protein allows
ions to pass through the channel
but the main gate which regulates
and controls the flow does not work
properly. Unfortunately it is not as
simple as adding a little oil.
Treatments
This has been one of the most exciting
developments with the introduction
of ivacaftor. Taking ivacaftor by
mouth twice a day appears to correct
the CFTR protein which starts to work
properly. It results in normalization of
sweat test, increased weight and lung
function and a drying up of secretions.
Unfortunately only 2-4% of patients
have this mutation and we will have
already informed you if you have the
G551D mutation. Ivacaftor may also
be licensed for a few other gating
mutations later in the year.

Class 4 and 5 Mutations
Around 4- 8% of patients have a class
4 or 5 mutation. Ivacaftor appears to
benefit the R117H class 4 mutation
but more work is needed.
Several other products targeting all
mutations are in the pipeline and we
will keep you updated. Our research
team are ensuring that we participate
in all the key studies and keep up to
date with breaking science.

Gene Therapy

Class 2 Mutation

As I am sure you are all aware on the
weekend of writing this short review
the CF Trust announced through an
online seminar the results of the Gene
Therapy Trial. There appears to be a
small improvement in lung function
but I am unable to comment until it is
formally published. Should I hear any
further information from the CF Trust
we will update you in clinic.

Now this is the commonest mutation
called DeltaF508 (DF508). The
DF508 mutation (code) causes a
very abnormal version of CFTR to be
created which gets broken down in
the cell before it can be expressed
on the cell membrane. If it can’t be
expressed then it may as well not be
there. Unfortunately DF508 is also a
class 3 mutation (as well as class 2)
and even if it was expressed its “gate
would be rusty”.

Benefit Changes
Just a little reminder for those in
receipt of DLA, some people have
been awarded the benefit for life but
need to understand that it is for the
life of the benefit - this means that
with the new changes from DLA to PIP
the benefit will come to an end.

Treatments
This is another exciting area of
development. Studies (just published)
have shown that a drug called
lumicaftor allows the protein to get
to the right place. Once there it can
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May/June 2015 to complete a short
questionnaire to ascertain their
thoughts on the current catering
service available. Responses were
anonymous and were collated by
the dietitians. On completion of
data collection we will identify
key themes, looking for areas for
improvement and of success. Honest
and constructive responses will be
very useful and if you have not been
an inpatient during May or June and
wish to contribute please give your
written comments to the dietitians.

The changeover is being phased in
countrywide and everyone will be
contacted to make them aware. Please
do not ignore any correspondence
from the Department of Works and
Pensions (DWP) as this could result in
the loss of benefit.
Give yourself the best possible chance
of getting the right ESA, PIP or DLA
decision, whether you’re making a
claim, renewing an existing award or
asking for a reconsideration or appeal
visit www.benefitsandwork.co.uk for
advice and information, including
user testimonials, for instant access
to all their guides you are invited to
subscribe.

Pharmacy Corner
Some of you may be aware that
three inhaled/nebulised drugs Tobi
podhaler®, Colobreathe® and
aztreonam lysine (also known as Azli)
can only be supplied via the hospital
and not via your GP.

Feel free to contact the social workers
on the ward should you need further
assistance.

Catering - You Love It or Hate It!

Tobi podhaler® and Colobreathe® are
supplied to you via BUPA homecare.
We write the prescriptions for the
inhaled antibiotics and send them
to the homecare company. BUPA
homecare will then contact you to
arrange a suitable date for delivery.
They require at least seven working
days from receiving the prescription
from us to making a delivery, so
make sure you let us know well in
advance when you need to start your
next month of treatment. To make
ordering a little easier we have a very
old mobile phone fondly known as the
POD phone! that you can text or leave
a voice message. No one will answer
it but it is checked on a daily basis. All
you need to leave is your name, what
medication you would like to order
and the date that you need to start
treatment. If you want your treatment

Not surprisingly the Peer Review
highlighted the food on the ward
as being problematic. Interestingly
on the patient feedback for the Peer
Review 41 people rated the food as
excellent or good and 50 people as
fair or poor. The House Keeping Team
was praised for serving hot food and
“going the extra mile”.
The catering department at Leeds
Teaching Hospitals NHS Trust are
continually updating the hospital
menus aiming to optimise food quality
and suitability to meet the needs of
inpatients across the trust. The Adult
CF Dietetic team are keen to continue
to strive to improve the catering
service available to our inpatients
on wards J6 and J12. To facilitate
us in making these improvements
we asked patients admitted during
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Doctor who worked on the CF Unit
whilst we were still at Seacroft. Ian
then became the first person to come
back in a research role to complete his
MD. Ian’s other speciality is asthma.
Ian joins Daniel Peckham, Paul
Whitaker and Christine Etherington
on the CF Unit.

delivered to an alternative address
you can inform BUPA when they
contact you to arrange a delivery.
POD phone number is 07787266096
Aztreonam lysine (azli) is supplied
from the hospital pharmacy. We can
usually get a supply within 24 hours
Monday to Friday. The drawback is
that you have to collect it from the
ward or we can bring it to your clinic
appointment at Seacroft, if you give
us advance warning. We are working
on getting this transferred to a
homecare company so they can deliver
directly to your door but its taking a
while to sort out, so bear with us! I
know it is not an ideal situation.

Dear All, Welcome to the
“gossip column”.
New Arrivals
We welcome our new Clinical Nurse
Specialist Lynette Haigh. Lynette has
previously worked as a Ward Sister in
Respiratory Medicine, prior to that she
worked in the Cardiology Department
over at the Leeds General Infirmary.
Lynette is learning fast, loving her
new role and looking forward to
continuing her career on the CF unit
here in Leeds.

Any questions on any of the above or
anything to do with medication please
contact Nicola via the ward number.

Welcome Back

Kimberley Appleton our Apprentice
Clinical Support Worker has qualified
with flying colours. She received her
award on the 10th of June, we are all
very proud of her achievement and
looking forward to working with her
for many years to come.
Our new Apprentice Meena Chudasama
joined us on the 23rd of February, she
is really enjoying her placement and
is fitting in really well with the team.
Welcome Meena and good luck with
your studies!!
We welcome Staff Nurse Alison
York, Alison joined us on the 1st of
October last year, Alison has a wealth
of experience in end of life care, she
has previously worked at St. Gemma’s
Hospice in Leeds. Alison has settled
into her new role very well and is
enjoying being part of the team on J06.

Dr Ian Clifton

We are delighted to welcome Dr Ian
Clifton back to the CF Team. Many
of you will remember Ian as a junior
7

This is a kind of congratulations/
apology. Last year Emma married
the lovely Adam………and I forgot
to mention
it in the
newsletter!!!
So I am
sending my
very best
wishes to
Mr. and Mrs
Franks on
their 1st
Wedding
Anniversary.
Am I
forgiven?

Kat Ellarby our new secretary also
joined our team in October last year.
Kat previously worked with the Adult
Therapies Team, she is enjoying her new
role and plans to stay for the foreseeable
future. Welcome on board Kat.

Special events
Congratulations to Louise O Leary
who has recently made an honest
man of Gary!! Louise and Gary tied
the knot on the 2nd of May. Hope
you both enjoy many years of wedded
bliss together.
Ruth has given birth to a beautiful
baby boy, (maybe this should be in the
new arrivals section!!). We send our
best to the whole family and hope she
is enjoying her time off (not too much
though as we are looking forward to
her returning early next year).

Emma and Adam Franks

Leavers
Staff Nurse Wendy Frankcom
has retired to a life of travel and
relaxation. We wish her all the very
best for the future. You may not have
seen the last of Wendy though as she
has kindly volunteered to do extra
shifts when necessary to help us out
on the ward

Staff Nurse Dan Office has really
enjoyed his secondment into the role
of Charge Nurse on Ward J06. He has
embraced new challenges and gained
insight into the leadership role. With his
new knowledge and experience……..
will he stay….or will he go?
On the 23rd of April Julie Johnson
received recognition of her 35 years’
service to the Trust, 27 of those years
have been dedicated to caring for
young people with Cystic Fibrosis.
Thank you Julie for your commitment
and dedication to our patients over
the many years.
A big well done to Alison Morton
who has recently received an award
for “Innovation” and Outstanding
Improvements Made to the Service. I
am sure you will all agree this award is
well deserved…Many Congratulations
Mrs M.

Wendy Frankcom and Rachel Metcalfe

Until next time
Rachel
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