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CYSTIC FIBROSIS

Cystic Fibrosis Developments in 2020/21:
A Patient Group Perspective
Written by Philip Watt, CEO, Cystic
Fibrosis Ireland

cover gaps and emerging issues
in CF related post-transplant care
and fertility.
Many will be familiar of the
advocacy by patients to secure the
innovative CF drug ‘Orkambi’ in
2017. However many will be less
aware that the same agreement
that brought Orkambi to Ireland
also provided access to a suite
of related CFTR modulators, the
most important of these is Kaftrio
(Trikafta in the US). When these
drugs are extended to younger
age cohorts, more that 90% of
people with CF in Ireland will
have the potential to benefit from
at least 1 of the 4 major Vertex
drugs available for CF (known
as CFTR Modulators). However
concomitantly there will be a
percentage of patients with CF
who will remain reliant on future
therapy discoveries, including
the possibilities raised by
Gene Therapies.

Due to continued very positive
developments in accessing new
and innovative medications that
tackle the underlying case of cystic
fibrosis and steady improvements
in specialised hospital centres and
care over the past decade, more
people with Cystic Fibrosis (CF)
are reaching adulthood in Ireland
than ever before. Almost 60% of
the CF patients in Ireland (circa
1400 in total) are now 18 years
or over compared with 54% in
2009. Over the same decade, the
percentage of adults with CF aged
40 years or over has increased
from 4% to almost 12%.
CF is a genetic, chronic and
fatal multi organ disease that
primarily impacts on the lungs
and digestive systems. The
indigenous population in Ireland
has the highest incidence of CF
in the world However the overall
incidence in Ireland has declined
to UK levels in recent years
because of inward migration/
greater diversity in Ireland’s overall
population that expanded in the
2000’s. Recent developments
related to CF care has given
renewed hope that CF is now a
more manageable disease and it is
anticipated that predicted survival
ages will continue to increase.

The encouraging figures on CF
patient demography are available
because of the existence of the
excellent Cystic Fibrosis Registry
of Ireland, established by the
national patient group, Cystic
Fibrosis Ireland (CFI) in 1999 and
which became an independent
entity, in line with international
good practice, in 2003. It is worth
noting that many patient groups in
Ireland remain without the benefit
of an adequate patient registry
resulting in major information/data
deficits to inform current and future
care. It is also known that industry
is often reluctant to undertake
clinical trials in countries that do
not has such patient registries, so
other non CF diseases in Ireland
may be losing out in helping to
develop ground-breaking new
therapies as a consequence,
especially rare diseases.
One of the key developments in
CF care over the past decade has
been the significant upgrading of
CF hospital centres, particularly
since the ground-breaking Pollock
Report was published by CFI
in 2005. Specialised adult CF
hospital centres in St Vincent’s;
Beaumont; Cork, Limerick and
Galway have all received major
infrastructural upgrades because
of combination of patient group
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advocacy and direct charitable
and state funding. Most of the
Paediatric CF centres including
the CHI group in Dublin; Limerick;
Cork and shared care centres in
Drogheda, Cavan, Waterford and
Castlebar have similarly benefitted
from the advocacy, increased
state funding and important part
funding from CFI over the past
decade. Further progress in
improving adults CF facilities in
Beaumont Hospital and University
Hospital Galway is planned in
2022/2023, but remain dependent
on final Government and Hospital
decisions. The most important of
these is the proposed 20 room
in-patient unit for adults with CF in
Beaumont Hospital. All being well
it is anticipated this facility will be
completed by 2023.
In recent years the HSE National
Clinical Programme for CF
has contributed to CF care by
providing an updated and more
detailed model of care to that
set out in the Pollock Report in
2005, informed in large part by the
European Standards developed by
the European CF Society over the
past decade. The establishment of
the NCP for CF was again mainly a
s a consequence of CFI advocacy.
It is anticipated that the model
of care will expanded in time to

CFI is currently supporting health
research in respect of real world
outcomes from medications
through the CF Recover research
project, led by Professor Paul
McNally. Further important
research projects are also
underway/planned focussing on
pregnancy; dental care; transition;
telehealth and co-morbidities
such as liver disease and CF. All of
these involve a Public and Patient
Involvement (PPI) dimension and
CFI is developing a PPI panel of
people with CF to inform such
research projects undertaken
by our universities and hospital
centres and by Phd students,
including those students with CF.
One of the welcome outcomes of
the reimbursement and extension
of Kaftrio in 2021 has been a
reported increase in pregnancies
for women with CF who had
previously been too ill to have
children or who could not benefit
from IVF treatment. It is hoped that
the Government will also follow
through on its promise to ensure
that Ireland provides adequate
support for all who need IVF
in Ireland.
The most significant clouds for
CF care in Ireland in 2021 have
been the ongoing crisis of COVID
-19 and ongoing and new gaps in
clinical posts, particularly in the
number of CF consultants and
Multi-Disciplinary Team posts
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‘cocooning’ for almost 2 years with
the concomitant impact on wellbeing and depression.

such as psychologists, nurses and
social workers.
The Covid-19 pandemic
remains an on-going concern
for people with cystic fibrosis as
we approach the end of 2021.

Of particular concern are the
immunocompromised, including
those waiting for or who have
a double lung transplant as a
consequence of CF. Many CF
patients have been effectively

Momentum towards independent
living has been slowed or
paused as adults with CF now
face additional challenges in
accessing a living wage because
of understandable additional
health fears from the pandemic. A
direct consequence of COVID-19
has been the reduction in most
transplant programmes in Ireland.
All lung transplants in Ireland
declined by 58% between 2020
and 2019, with fears for similar
reductions in 2021. This is not
meant as a criticism of our
dedicated hospitals and clinicians,
but as a ‘call for action’. Improved
post-transplant CF care remains
an ongoing priority for CFI. It is
hoped that the promised change

from opt-in to opt-out organ
donation will be enacted in 2022
as a consequence of the Human
Tissue Bill. It is also hoped that
the Government will publish an
updated National Rare Disease
Plan in 2022, though progress
remains slow.
Cystic Fibrosis Ireland takes
this opportunity to thank all the
dedicated healthcare workers; our
CF hospital centres; the HSE and
the Minister for Health, Stephen
Donnelly TD for their ongoing
support for CF care. We thank our
many supporters and friends who
have worked so hard to sustain
our fundraising over the past 2
years. It is heartening that in a
survey undertaken by UCD 80% of
those surveyed said they looked to
CFI for accurate information and
support in 2020.

RESPIRATORY FOCUS: RESEARCH

New Hope for COPD
Dr Suzanne Cloonan, Associate
Professor in Respiratory Medicine
in Trinity’s School of Medicine
and Tallaght University Hospital
(TUH) describes her laboratory’s
research investigating how cellular
iron metabolism is regulated in the
lungs of patients with COPD, and
how dysregulation of iron uptake,
release, or turnover contributes to
the disease process.
The role of iron in COPD
Excessive iron build up in the lungs
is thought to be a major factor
in COPD. Dr Cloonan’s research
team believe they have identified
the culprit for the excess which is
a gene they previously found to
increase patients’ susceptibility to
the progressive lung disease. This
gene, called IRP2 is tasked with
regulating iron uptake in cells. The
team’s discovery was significant
because it validates the results
of a 2009 study that implicated
IRP2 in the disease’s development
and demonstrates how the gene
supports COPD. The findings
also illustrate that IRP2 may be a
powerful therapeutic target.
Dr Cloonan described the
lab’s focus, “We want to figure
out where in the lung this iron
accumulates and how this excess
of iron affects the development of
COPD. We are asking the following
questions: Where does this iron

come from given that cigarette
smoke contains very little iron?
What cells types are important
in iron accumulation in the lung?
Does having more iron promote
the growth of bad bacteria
rendering COPD patients more
susceptible to infection?”
Dr Cloonan’s team also
aim to find out how iron is
transported into and out of the
mitochondrion (mitochondria
are the ‘powerhouse’ of the
cell). Mitoferrin-2 and mitoferrin
1 are mitochondrial membrane
proteins that are thought to be
involved in iron transport across
the mitochondrial inner membrane
into the mitochondrial matrix.
The researchers investigate how
these transporters contribute to
normal mitochondrial function,
metabolism and dynamics in the
cell and how they co-ordinate
with other aspects of cellular
iron regulation.
The team also investigates how
disturbances in iron metabolism
underlie and drive alveolar
macrophage-associated immune
system disarray in COPD. Their
research focuses on iron uptake,
turnover, metabolism and export
in alveolar macrophages and
how these normal homeostatic
processes are essential for
the innate immune response
to infection.

Dr Suzanne Cloonan, Associate
Professor in Respiratory Medicine in
Trinity’s School of Medicine

Research collaborations
Dr Cloonan collaborates with
TUH’s Professor Seamus Donnelly
(Professor of Respiratory and
Interstitial Disease) and St James
Hospital’s Professor Joseph Keane
(Professor of Medicine). She
highlights the crucial input from
post-doctoral researchers Dr Claire
Healy and Dr Niamh Williams in
her laboratory. Dr Cloonan is part
of a multi-centre study of COPD
aiming to better classify patients
for clinical trials.
She says, “We worked closely
with SPIROMICS (Subpopulations
and Intermediate Outcomes
in COPD Study). SPIROMICS
is a USA-based multi-centre
longitudinal observational study
of chronic COPD. SPIROMICS
was designed to guide future
development of therapies for
COPD by providing robust
criteria for subclassifying COPD
participants into groups most

likely to benefit from a given
therapy during a clinical trial,
and identifying biomarkers/
phenotypes that can be used as
intermediate outcomes to reliably
predict clinical benefit during
therapeutic trials.”
Patient education on COPD
Creating awareness of COPD,
along with engagement with
patients and clinicians, is a core
focus for Dr Cloonan and her
team. Key groups include the
Irish Thoracic Society and COPD
Support Ireland.
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