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This study highlights the future challenge to deal with an ageing CF population and innovative,
but expensive drugs http://ow.ly/JRCnx

Having passed the 25th anniversary of discovering the cystic fibrosis transmembrane conductance
regulator (CFTR) gene, let’s take a look forward to the next 25 years. Newborn screening, animal models,
biomarkers, innovative drugs (prototypical CFTR modulators), and advances in lung transplantation have
moved the field forward, probably faster than for any other lung disease in recent years [1–5]. As a
consequence, the mean survival of patients with cystic fibrosis (CF) is steadily increasing and now exceeds
40 years of age in most European countries [6, 7] and beyond [8].

But no progress comes without a price. At least two major changes stir up the CF landscape today. 1) New
drugs [9]: a CFTR potentiator (VX-770 known as ivacaftor) entered the market as the first
mutation-specific therapy for a subgroup of patients with CF (∼5% of patients in Europe, carrying class 3
mutations). However, the costs of this drug pose a challenge for several CF healthcare systems, an issue
gaining even broader relevance with the expected introduction of combined CFTR potentiators and
correctors for patients with ΔF508, the most common mutation in CF [10]. 2) Demographics: the CF
population ages with a transition from classical child-disease to adult-disease entity, resulting in a
significantly higher proportion of adult CF patients in most industrialised countries [11]. But are we
prepared for this change? To assess this issue at the European level, the European Respiratory Society
(ERS) joined forces with the European Cystic Fibrosis Society (ECFS) in 2012 and initiated the ERS/ECF
Task Force on The Provision of Care for Adults with Cystic Fibrosis in Europe. The findings from this
task force are published in the current edition of the European Respiratory Journal [12]. The task force
utilised CF patient registries in order to predict the number of CF patients by the year 2025, in 34
European countries. Although relying on population dynamics and statistical models, the findings from
this study comprehensively demonstrate that the CF population in Europe will increase significantly (50%)
by the year 2025. Stratifying estimated patient numbers according to age, the study forecasts that mainly
the number of adult CF patients will increase (75%). The estimated rise in adult CF patients in Europe
seems dramatic for some smaller Eastern European countries, which currently have low patient numbers
and no established CF infrastructure, e.g. Moldova, Serbia and Slovenia are expected to have increases in
CF patients of 212%, 168% and 164%, respectively, by the year 2025. However, European countries with
pre-existing larger CF populations and established CF healthcare systems are predicted to face a substantial
increase of their adult CF patients as well, for instance France, Belgium, Spain and Italy. The ERS/ECFS
task force went beyond estimating future patient numbers and compared the gross national incomes
(GNIs) of these countries. A special light should be shed on countries with a very low GNI. These
countries are already facing serious problems in taking care of their CF patient population, e.g. in the
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Ukraine where not only adult but also child CF patients are forecasted to increase significantly in the
future. These healthcare systems won’t be prepared for the demographic change and the financial burden
that comes with it.

Methodologically, the findings from this ERS/ECFS task force have highlighted the lack of high-quality
patient registries in several European countries, thereby limiting the conclusions drawn from this study
and underscoring that registries are indispensable for demographic research and should be promoted
throughout Europe.

This first pan-European study of future CF demographics should remind us that early diagnosis and
longer survival comes with a cost. It is the imperative responsibility of all CF healthcare professionals
across Europe to plan ahead for the CF of tomorrow. To understand the demographics is the first, but
should not be the last, step in order to optimise CF care, because patients should not pay the price for
growing old with this disease.
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