
1

ACF News
Regional Adult Cystic Fibrosis Newsletter

St. James’s University Hospital

Issue 18 September 2013

Hi everyone
Welcome to the Autumn 2013 Newsletter 
which includes highlights from the 
European Cystic Fibrosis Conference 
2013 (ECFS) in Lisbon. We hope you 
find the content of this newsletter 
informative. If you have any suggestions 
for future issues please drop us a line. 
Wishing you a good read.

Lisbon 2013 Update

A brief glimpse of Lisbon for the team on the way to the conference centre

One of the most exciting areas of research 
is the translation of new drugs from 
research into practice. Tim Lee and 
Daniel Peckham represented both Units 
as members of the ECFS Clinical Trials 
Network. This body is key to supporting 
new clinical trials in CF across Europe. 
By participating in this work we will 
help develop new agents to combat 
CF. There is a real sense of excitement 
about upcoming drug trials including 
the latest Vertex trial, which is looking 
at the combined treatment of Ivacaftor 
and Lumacaftor for patients who are 
homozygous for F508del-CFTR mutation. 

Leeds is one of 30 European sites making up the Clinical Trials Network

The 36th European Cystic Fibrosis 
conference was held in Lisbon, 
Portugal this year and delivered some 
exceptional presentations, round tables 
and posters about current research and 
policies. The meeting was attended by 
members of both the Paediatric and 
Adult Units. Here is a short report of 
some of the key presentations.

Lung Transplantation

There were a variety of talks on both 
new and old treatments, all of which 
were very informative and interesting. 
Lung transplantation was high on 
the agenda and this time talks were 
given from the patient’s perspective 
highlighting the wide range of 
emotions individuals can experience 
including anxiety, loneliness, fear, 
excitement and hope. This range of 
emotions is very understandable as it a 
very challenging time for individuals, 
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their families and supporting staff. 
People undergoing transplantation 
reported that waiting times were too 
long but understood the reasons for this 
and felt that it was acceptable as long as 
the process lead to a positive outcome. 
Feedback highlighted the need for both 
psychological and physical support as 
well as good two way communication 
with staff. Possible solution to reduce 
anxieties and fears was improving links 
between the transplant centre and the 
patient’s current unit and providing the 
opportunity for individuals to discuss 
transplantation with patients who had 
experienced the process.  

Growing Older

Another key topic at this conference 
was caring for the ageing population. 
As treatments are evolving and patients 
are living longer, the way we care for 
individuals needs to adapt to support 
the older generation. 

Lung Clearance

There is growing interest in the use of 
measuring the lung clearance index 
(LCI) as a monitor for changes in lung 
physiology. New equipment is being 
developed which is much simpler, 
reproducible and reliable. We will 
be gaining experience with this new 
technique as part of the Vertex trials 
which will be recruiting from August 
2013.

Gene Therapy

The UK Gene Therapy Consortium 
multi-dose clinical trial has just 
completed recruitment. This includes 
six patients from Leeds who have 
volunteered to help. Results will be 
available towards the end of next year.

 Correctors and Potentiators

The abnormal CF gene codes for 
a protein called the cystic fibrosis 
transmembrane conductance regulator 
(CFTR). The name is a bit of a tongue 
twister but the principle is that the 
abnormal gene makes an abnormal 
protein which should be involved in 
hydrating secretions. Unfortunately the 
protein is either missing or does not 
work properly resulting in dry sticky 
secretions. 

Back in 1989, the first mutation 
(abnormal gene) was identified 
and called delta F508. Since then 
scientist have discovered a lot more 
mutations or to be precise 1940 to date. 
These mutations in the CFTR gene 
(CF gene) can be classified into 6 
classes according to the mechanism by 
which they disrupt the synthesis, traffic 
and function of CFTR. The reason the 
class of mutation is important is that 
it is likely that different combinations 
of drugs will be needed to treat the 
various class of mutations. Have a 
look at: http://www.cftr.info  which we 
helped put together. This gives a clear 
and precise outline of what CFTR is 
and the class of mutation.

So what can be done? As most of you 
may have heard through the media, a 
new drug called Ivacaftor (Kalydeco) 
which is a CFTR potentiator (gets CFTR 
working) has been approved in the UK 
for the treatment of CF in patients over 
six years of age who have a G551D 
mutation. This followed clinical trials 
showing that oral Ivacaftor given twice 
a day produced significant clinical 
improvement. 
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Unfortunately Ivacaftor does not 
appear to be particularly effective in 
the more common mutations. Michael 
Boyle updated the audience on new 
studies including a phase 3 study 
VX-809 (Lumacaftor) in combination 
with Ivacaftor for the treatment of 
people with CF who have 2 copies 
of the F508del mutation (the most 
common mutation previously called delta 
F508 ). We will be participating in this 
study later in the year. Other potential 
correctors are being developed and 
more information will be available next 
year. It is likely that some mutations 
may require up to three drugs to be 
administered at the same time to 
correct the abnormality. This is one of 
the most promising areas of research.

More In Depth Summary

Ataluren For People With Class 1 CF 
Causing Mutations

We know there has been lots of interest 
in the Ataluren clinical trials from 
those 8-10% of you that know you 
are affected by Class 1 CF causing 
mutations. The large clinical trial 
reported last year seemed to have some 
improvement in terms of lung function 
(by about 6.7%) in people not taking 
nebulised antibiotics, but the sweat test 
changes weren’t as much as hoped. 

Development continues, with a further 
clinical trial planned. In addition, there 
was some very promising early laboratory 
data suggesting that taking Ataluren 
together with Ivacaftor (already available 
on the NHS for people with the rare G551D 
mutation) seems to approximately double 
the effectiveness of Ataluren. We will keep 
you posted in clinic, and you will be able 
to follow the results online by putting 

“ataluren” or “PTC Therapeutics” into 
your search engine.
VX770 (Ivacaftor) and VX809 
Combination For People with delta 
F508 (DF508 or F508del)  CF Causing 
Mutation

Approx 70% of people who attend our 
Paediatric and Adult CF clinic carry at 
least one copy of the delta F508 (DF508 
or F508del) gene, with most of these 
people having two copies of the gene. 
Since last year this drug combination 
has been shown to be safe and effective 
over four weeks, with approx 9% 
improvement in lung function and 10% 
change in sweat chloride for people 
with two copies of delta F508 gene. It 
did not unfortunately seem effective for 
people with one copy of the delta F508 
gene. This summer a much larger trial 
will study this drug combination over 
six months in people with two copies 
of the delta F508 gene. If effective then 
such drugs may become available in 
2015 (ish). Our best guess based on the 
results we have so far is that this drug 
combination is not going to match the 
extraordinary results of Ivacaftor for 
G551D patients, because the sweat 
chloride changes are only 20% of that 
seen with Ivacaftor in G551D. However, 
there may well be important clinical 
improvements, and this may be the 
first wave of much better treatments 
for people with two copies of the delta 
F508 mutation. As ever, keep up to 
date with press releases regarding this 
drug on the “Vertex” website. This 
drug combination is taken orally twice 
a day, so will be easy and quick to 
take. Vertex Pharmaceuticals (and indeed 
some other companies) have some other 
promising products in early development 



4

(e.g. VX661) that may be more effective 
than VX809. These drugs early in the 
pipeline may be more effective for 
people with just one copy of the delta 
F508 gene. 

This family of agents is looking 
extremely promising for the future in 
terms of keeping stable health in the 
long term, although we continue to 
have anxiety regarding how expensive 
these drugs will be based on how 
expensive the first drug in this family 
“VX770/Ivacaftor/Kalydeco” (which are 
the three different names this drug used 
specifically for G551D CF mutation goes 
under) is.

VX-770 (Ivacaftor, Kalydeco) for 
People with G551D CF Causing 
Mutation
Those of you who have this mutation 
(approx 7% of our clinic) will be aware 
that this drug has become available 
this year on the NHS for people aged 
six and over with at least one G551D 
mutation. It is a little blue tablet that is 
taken twice a day. We have seen great 
improvements in sweat chlorides and 
general health including lung function 
in those of you that have started it. 
Current clinical trials are assessing 
safety and effectiveness in the two 
to five years age range, so hopefully 
we may be able to start it in younger 
patients in due course. The medicine 
is very expensive to the NHS, but also 
very effective.

VX-770 (Ivacaftor) for People with 
Class 3 - 5 CF Causing Mutations
There are a small number of you who 
have rarer class three to five mutations 
causing your CF and for some of you 
this means that your CF is towards 

the milder end. Final stage clinical 
trials are currently in progress to see 
if VX770/Ivacaftor/Kalydeco delivers 
clinical benefits for people with these 
mutations that make it worth taking the 
drug, and we will keep you posted as 
more information becomes available - 
probably later this year. 

Inhibition of Airway Epithelium 
Sodium Channel (ENac)
Dr Danahay updated the conference 
on work being carried out to inhibit 
the rate of salt absorption across the 
lung airways. The aim is to reduce 
dehydration of surface liquid. Studies 
using nebulised amiloride to inhibit a 
pump called ENac proved ineffective 
in the 1990s. This was not surprising as 
amiloride’s action lasted minutes rather 
than hours. Two new products are now 
available for clinical trials. They appear 
to be potent and efficacious in animal 
models without adverse effects such as 
elevated potassium and lung irritation. 
There is some way to go but there is 
potential that such therapy may work.

Microbiology
One thing that featured about talks 
in Lisbon was the repeated use of the 
word microbiome. This word refers 
to the micro-organisms communities 
which reside on and within the 
body. Examples include secretions 
in the airways, bowel flora and skin 
commensals (bacteria which normally 
live on the skin). There is still a lack of 
understanding of this complicated 
area but intense antibiotic pressure 
can have a negative impact. Key to 
modern management is ensuring 
effective prophylactic (preventative) 
treatment, physiotherapy and nutrition 
to minimise exposure to antibiotics.  
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Dry Powder Antibiotic Inhalers (e.g. 
Tobramycin and Colomycin) 
We often hear from you that you 
do find nebulised therapy time 
consuming, particularly when you 
consider the time it takes you to clean 
and dry your nebuliser after each use. 
You tell us that this can be frustrating 
for many of you who need to take 
nebulised antibiotics twice a day to 
treat infections like Pseudomonas. 
At the conference we heard the latest 
news about dry powder inhaler forms 
of Tobramycin (TIP) and Colomycin 
(Colobreathe), which are now available 
for treating longstanding (chronic) 
Pseudomonas infection in very specific 
circumstances. These are quicker to 
take, don’t need cleaning (as they are 
disposable, each one lasts for seven or 28 
days, and then you open a new inhaler), 
and are very similar to inhalers used 
for treating asthma. They seem as 
effective as the nebulised forms of 
the drug although studies have only 
been relatively short in duration. The 
Birmingham CF Centre presented 
results showing that adults with CF 
reported a high level of treatment 
satisfaction with TIP (Abstract 67), 
and an Irish centre showed a reduced 
need for intravenous (IV) antibiotics in 
people taking TIP (Abstract 74). Some 
people may find it causes significant 
cough, and they are not suitable 
for young children, but we think it 
may be a case of discussing whether 
nebuliser or dry powder works best 
for you. Colobreathe can’t presently 
be prescribed as first line and work is 
ongoing with the commissioners.

Results of Inhaled Tiotropium 
International Clinical Trial (Abstract 
61)

Some of you attending the Leeds Unit 
were involved in this large clinical 
trial of a new inhaled medication 
called Tiotropium, taken once a day 
to try and improve lung function and 
reduce chest infections. This large 
study involved 463 patients worldwide. 
Although it showed very good safety 
and tolerability, unfortunately there 
were no significant benefits and it is 
unlikely that this treatment is going to 
be useful in treating people with CF.

Mycobacterium Abscessus Treatment

Some of you will be aware through 
the CF Forums and websites etc that 
there has been much discussion and 
new information this year regarding 
a relatively rare germ called 
Mycobacterium Abscessus. It seems 
that as we are getting better at keeping 
other bacteria under control we are 
starting to see more Mycobacterium 
Abscessus. In some people this germ 
can cause chest problems, whereas in 
other people it seems to have very little 
effect. There was a very useful joint 
European and North American CF 
Foundation workshop at the conference 
addressing latest evidence for best 
treatment approaches, which we 
attended and will be instigating at our 
Centre.



6

Progress over the last 50-60 years has 
been dramatic and continues with the 
new therapies in development listed 
above.

Once again at the conference there was 
chance to reflect on how far we have 
come since cystic fibrosis was first 
identified as a condition in the 1930’s, 
and how much better treatments, 
and therefore long term outcomes, 
are now. The graph here shows all 
the treatments now available and the 
associated improvement in average 
length of life. Not all of you will 
necessarily need to be prescribed all 
of these medications and treatments, 
but all of them are available at Leeds 
should you need them:

We know there is still much work to 
do to make treatments more effective 
and easier to take, but we do hope that 
updates such as these are helpful and 
encouraging to you all as you live the 
reality of cystic fibrosis day to day.

An Update on Bone Mineral Density 

People with Cystic Fibrosis are at 
an increased risk of reduced bone 
mineral density (thin bones). In order 
to monitor bone density and to ensure 
that suitable treatment is initiated at an 

appropriate time we regularly refer you 
for monitoring of your bone density.

Bone mineral density can be measured 
most easily using dual energy X-ray 
absorptiometry (DXA) scanning. The 
results obtained from these scans are 
then compared to the mean levels 
expected for other individuals of the 
same age and gender, and to your 
previous scans (if available). We will 
refer you for a DXA scan every one to 
three years or more often, as deemed 
clinically appropriate.

The process by which we refer you 
for DXA has changed over the last 
year. We now refer you by letter to the 
bone scanning department, who will 
send you out an appointment.  It is 
very important that you try to attend 
the appointment that you have been 
offered. The scanning machine is 
reserved for an extended appointment 
period when people with CF are to be 
scanned and in order to minimise cross 
infection other people with CF are not 
booked in at or around the same time 
on that day. 

If you are unable to attend the 
appointment that you have been 
offered please contact the bone 
densitometry department to discuss 
this and arrange to amend your 
appointment.  If you do not attend 
(DNA) an appointment, without 
cancelling it, the department will not 
offer you a further appointment and 
re-referral from ourselves will only be 
arranged if we can confirm that you 
will attend your appointment. This 
could result in delay of initiation or 
adjustment of treatments to optimise 
your bone density.
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Katie Gathercole

I wake up to the alarm and wonder 
how am I going to get through the 
day? I find that lately, I need a lot more 
time to come round in the morning. I 
am aching all over and physio takes an 
age. I look at my nebuliser and realise I 
forgot to wash up the parts after doing 
it last night. I sigh and begin to run 
the hot tap. I miss breakfast because 
I am not hungry, but I gulp down my 
tablets and some paracetamol with a 
sweet cup of tea. When I finally make 
it out the door I am ten minutes late for 
my meeting in a school. I am fed up. 
When I get to the school, the teacher 
is waiting for me in reception. As I 
walk (quite a few steps behind the teacher 
- why do teachers always have to run 
everywhere?) to the meeting room (up 
four flights of stairs, gah!), she explains 
how the student on my case-load threw 
a chair in her maths lesson yesterday 
and that the school can no longer 
accept such outrageous behaviour. I 
now have to negotiate some sort of 

plan to keep this vulnerable young 
person in education. I worry I won’t be 
able to do it because I am still aching 
and my paracetamol hasn’t kicked in. 
I know that my body is failing me but, 
like for many people with CF, having 
a job is my sense of normality - a space 
where I can be me and not just a life-
limiting illness. However, today I can’t 
go on any longer. After the meeting I 
ring the CF team and book myself in 
for IVs again. I know I also need to 
talk to them about giving up the job I 
have loved for the last ten years. I am 
terrified about what my future has in 
store and I begin to cry.
It’s hard to believe that this dreadful 
decline happened four years ago, 
because despite my fears around my 
health and giving up work, my life 
couldn’t be better now. In truth, that 
time of my life was very challenging 
and certainly, things did not get 
better quickly. I went through the 
process of claiming Employment 
and Support Allowance (ESA) which 
I found difficult and humiliating at 
times. I had frequent courses of IVs 
and hospital stays and I couldn’t put 
on weight easily. But throughout this 
period, I was able to contemplate 
on what was actually important to 
me – keeping well, having fun and 
being useful. First and foremost, I 
made sure I prioritised my CF routine 
which meant no skipping of meds or 
physio, exercising and eating three 
square meals a day. As I developed 
a healthy routine I regained some 
strength and started to think about how 
I could be useful again. I had always 
been passionate about my previous 
employment that involved supporting 
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children in vulnerable circumstances 
in their education. Even though I 
knew that I couldn’t keep up with 
the physical demands of this work 
anymore, I remained really interested 
in educational issues. 

So, I decided to go back to university 
and study for a Masters Degree in 
Special Educational Needs, although 
not everyone was supportive of this 
decision. Some of my friends and 
family wondered why on earth I 
would want to do this. I think they 
doubted I had the stamina needed for 
academic work and were worried that 
I could make myself seriously ill. But 
I knew I could do it and I was right. 
The wonderful thing about studying 
is that it is so flexible. My CF routine 
fitted easily around lectures and if 
I was having an off day I could still 
read books and research journals with 
my feet up. Yet, the best thing I found 
about studying was that it provided 
a focus and something to aim for. 
Doing the course was a turning point 
for me. My health became much more 
stable and CF no longer ruled my 
every thought. I began to think about 
a future in which I could be useful 
again. So when a PhD scholarship 
became available I decided to go for it. 
I wanted to combine my knowledge of 
working in the field of education with 
my personal experience of having CF. 
I wrote a research proposal evidencing 
that we do not know very much about 
the experiences of young people with 
CF in their schooling and that this is an 
area demanding further investigation. 
To my delight I was awarded the 
scholarship and I am now being paid to 
study! 

My experiences of working full-time 
were incredibly rewarding for the 
most part, yet four years ago my 
health failed me and I was unable to 
carry on. Despite my feelings of utter 
despair at the time, it just so happens 
that having that dip in health did me a 
favour. Giving up my job enabled me 
to consider doing the things I always 
wanted to do. And whilst I know there 
are difficult times ahead of me, I am 
doing something I love, I am looking 
after myself and I am happier than 
ever. 
Katie Gathercole
Twitter: @KatieGuacamole

Returning and New Staff Members

Dr Paul Whitaker

We are delighted to welcome Dr Paul 
Whitaker who has joined the medical 
team. Earlier in the year he was 
awarded his Research MD and has 
taken up a Consultant position rotating 
with Daniel on a monthly basis.

Sarah Street
We welcome Sarah Street as our new 
secretary to the Unit to work alongside 
Tina.
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Our new mums’ Ruth (physio) and 
Stacey (housekeeper) will be back with us 
after their maternity leave this summer 
and of course we offer our huge 
congratulations on their not so new 
arrivals! Ruth has a beautiful baby girl 
and Stacey a second handsome son.

Dr Emma Guy

The Paediatric CF Centre Team are 
delighted to welcome Dr Emma Guy 
as our new Consultant colleague. Dr 
Guy studied medicine at Newcastle 
University before training in 
Paediatrics in Yorkshire, and worked 
with us as a Registrar at the CF Centre 
four years ago. She has published 
research papers on aspects of CF care 
in the Journal of Cystic Fibrosis, and 
has a particular interest in ensuring 
excellence in the care and support of 
teenagers and adolescents with CF 
including optimising transition to adult 
services at the appropriate time. Dr 
Guy started with us in May so many of 
you will have already met her in clinic.

There has been some re-structuring 
within LTHT, Karen Ledgard has 
joined Respiratory and Cardiac Clinical 
Service Unit as Head of Nursing and 
we were very fortunate and relieved to 
keep Jo Regan as our Matron.

A Fond Goodbye

The “Biggie” of course is the retirement 
of our lovely colleague Dr Conway, it’s 
very strange without him, wandering 
around in his wacky hats one day and a 
sharp cut suit the next! 

Daniel and his wife hosted a fabulous 
evening where Steve was surrounded 
by people who had been part of his 
adult CF working life. Jim Littlewood, 
who I am sure some of you will 
remember from your childhood, gave 
a funny and emotive presentation and 
I know that Steve received lots and lots 
of best wishes from all of you. 

Along with the departure of Steve went 
his trusty secretary Alison Anderson, 
who had worked along side Steve for 
as long as we can all remember, they 
were a great double act and Steve 
commented in Alison’s retirement 
speech, that one of the reasons he had 
decided to retire when he did was “that 
he couldn’t bear the thought of working 
without Alison”. 

Of course there is one person who 
would dispute that Steve’s retirement 
was the “Biggie” and that would be the 
irreplaceable Sarah Wynne. I’m sure 
that most of you met Sarah (or heard 
her!!) in her role as Clinical Nurse 
Specialist and then Research Nurse 
on the Unit. Sarah, along with her 
husband David and son Edward have 
emigrated to Melbourne, Australia. 
We all miss them dreadfully and are 
frantically saving up for flights to go 
and visit! But of course wish them the 
best of everything in their exciting 
journey. 
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Rob our Clinical Psychologist has sadly 
left CF to pursue a promotion in a new 
area, and again you all expressed some 
really heart felt thanks to Rob for the 
support he had given. We are recruiting 
a new full time psychologist to the 
Unit, which will be great. Remember 
we understand that there are some 
very challenging times for you dealing 
with your illness at times, don’t forget 
you can always speak to us if you are 
struggling, no matter how big or small 
a problem is we are here to listen. Gary 
Latchford is offering an emergency 
intervention facility to us in the interim.

Helen White has finally made the 
hard decision that she cannot stretch 
herself between CF and her increasing 
commitments to Leeds Metropolitan 
University as Principle Lecturer of 
Nutrition and Dietetics. Helen will be 
with us until autumn and will still be 
active in research on the unit, so we 
will still have our weekly Helen fix! We 
wish to thank her for a great service 
to our patients over the years and 
fantastic dedication and contribution to 
research within the Unit.

………And finally – after almost 30 
years of loyal and dedicated service 
we bid an emotional farewell to Sister 
Maria Phillip. Maria is leaving us to 
join the Corporate Nursing Team. We 
wish her all the best in her new post 
and lots of success for the future.

That’s it folks, you are now up to date 
with all the gossip!!

A Letter from Steve

Paul Simon sang, “When you talk about 
Dylan, he thinks you mean Dylan 
Thomas, whoever he may be”.

Dylan Thomas wrote, “Time passes. 
Listen. Time passes”.

In the throes of work time raced. In 
retirement it passes. You have time to 
listen.

So, Christine asked me to write a 
short piece for the first newsletter 
after my retirement – a last chance to 
say goodbye to you all and to very 
sincerely wish all of you the very best 
of health and happiness. I have had a 
wonderful and immensely rewarding 
working life, stimulated by medicine, 
enjoying research and writing, enjoying 
of course the travel to meetings, but 
most of all enjoying the daily contact 
with all of you. Perhaps the greatest 
thing was working in CF from my time 
as a Registrar in St James’ in 1983-84 
and seeing the children I cared for then 
grow into fine adults, many with their 
own careers and families. Of course I 
shouldn’t forget to thank the CF Team, 
great people to work with and each a 
star in their own right. 

Still, it was the right time for me to go. 
My experience of going on 40 years 
in medicine taught me that we can all 
be replaced. I have seen doctors much 
more eminent than me, real leaders, 
seamlessly replaced and “forgotten” 
within a few weeks of their leaving. 
That’s how it should be and I know 
that you will all get such good care 
from the team and my replacement 
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who will come with new vigour and 
new ideas. Certainly I will miss you 
and my colleagues but I must confess 
that ceding the daily responsibility and 
especially the on-call duties – well you 
can feel the weight taken off. Life has a 
new lightness.

How are the days filled? A good half 
day disappears with walking the 
dogs (I-pod in place) and going to the 
gym. I have increased my spinning 
programme to about five to six a week! 
The question is will my ageing knees 
hold up? I read more and we are away 
more. You possibly all know that we 
have a first grandchild and after four 
sons it is so sweet to have a little girl. 
We are working hard at getting to know 
her and for her to be happy with us. 
The breakthrough last week was when 
she was just with us for four hours 
and smiled and laughed or slept the 
whole time. The truth be told, I don’t 
think I could have carried on working 
and been a proper grandpa (don’t like 
“granddad” – makes me think of Mr 
Steptoe!).

I look back on many great years 
in paediatrics and adult CF. I have 
enjoyed every job I have done. I have 
no regrets. Thanks to all of you for 
allowing me a part in your lives. Stay 
well.

{For you young ones: Paul Simon USA 
pop icon of 60’s; Dylan = Bob; Dylan 
Thomas alcoholic Welsh poet (try 
reading him); Steptoe, 60’s BBC TV 
sitcom rag and bone man!}

Leeds Adult CF Research Unit

A welcome to Amy - our new Research 
Nurse!

I am Amy, the new Research Nurse 
for the Adult Cystic Fibrosis Unit. I 
joined the Unit in January this year and 
I am thoroughly enjoying the job and 
meeting all of the patients. Some of you 
will recognise me from being in clinic 
and on the Unit, however for those of 
you whom I have not met yet, I am sure 
we will meet in the future. Currently 
we have a lot of exciting developments 
on the Cystic Fibrosis Unit as our 
research is expanding. At present we 
have four studies running and five new 
studies that are due to start by the end 
of the year.

The Current Studies Include;

Novartis (Tobi-Podhaler) 
A study which looks at the ease and 
convenience of use of the Tobi-Podhaler 
for patients with chronic Pseudomonas 
infection. Recruitment for the study has 
ended but data collection continues.

Nottingham University (Quorum) 
A study looking at quorum sensing 
molecules as biomarkers for Pseudomonas 
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in patient’s blood, urine and sputum. The 
recruitment for this has also ended but the 
study is ongoing until 2014.

University of Liverpool (beta-lactam 
allergy study)

This is an ongoing study looking at 
drug allergy reactions to beta-lactam 
antibiotics, mainly Tazocin, but we 
are looking to expand this to other 
antibiotics. Recruitment is ongoing and 
will continue until 2015.

Adherence study 

This study is looking at how well 
our patients do their Cystic Fibrosis 
treatments and what barriers are 
preventing them from doing certain 
aspects of their management.

Vertex (Ivacaftor/Lumacaftor) 

This is a randomised, double blinded, 
placebo controlled, parallel study looking 
at the efficacy and safety of Lumacaftor 
in combination with Ivacaftor for patients 
who are homozygous for F508del-CFTR 
mutation.

Upcoming Studies

Novartis (QBK271) 
A double blinded, placebo controlled 
study looking at the efficacy of multiple 
doses of QBK271, which is believed 
to stimulate chloride secretion to aid 
mucociliary clearance.

Novartis (QBW251)
This is a study looking at single and 
multiple doses of QBW251 a potentiator, 
which aims to increase the activity of the 
defective/mutated CFTR protein.

Pseudomonas Sputum Study 
This is a small scale study collecting 
sputum samples from patients with 

Pseudomonas over a four hour period. 
This can be done on the ward or at 
home.

Cognitive Study

This is a study looking at patient’s 
cognitive ability (memory and 
attention) among patients with CF 
related diabetes compared to patients 
without CF related diabetes to 
investigate if glycaemic control affects 
cognitive ability.

If you would like to be involved in any 
of our Research trials or would like 
some information about any of the 
ongoing or upcoming trials, please do 
not hesitate to contact me on the Cystic 
Fibrosis unit.

Telephone: 0113 2069106.

Ask for Amy Driffill, Research Nurse.

We have recruited a second Research 
Nurse to assist Amy and news will 
follow later in the year. 

Feedback Corner

Facebook - Several patients have been 
very upset by comments made by 
other patients from the CF Unit. Please 
consider other people’s feelings when 
posting personal opinions online.

Members of the Adult Team will be 
cycling from Leeds to Liverpool to 
raise funds for the unit. Daniel has 
purchased his bike so it is too late to go 
back on his word. You have all done a 
fantastic job and it is now our turn to 
thank you!

Best wishes, 

from the team.   
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