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What was your research question?
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We set out to investigate whether cystic fibrosis (CF) affects the structure and/or function of
the heart by comparing the hearts of people with CF to those without. The study also sought
to identify any factors that might negatively impact the heart in people with CF.

Why is this important?

Cystic fibrosis (CF) primarily affects the lungs and digestive system, but its impact on the heart
is poorly understood. With the recent advances in treatment, people with CF are living longer,
healthier lives, making it increasingly important to understand whether CF or CF-related
factors poses any risks to the heart.

What did you do?

We examined 104 adults with CF alongside 104 people from the general population matched
for age and sex. The examination included an ultrasound of the heart (echocardiogram) to
measure heart size and function such as pumping efficiency. We also performed a lung
function test, blood tests, general clinical evaluation and recorded genetic mutations as well
as medical treatment. We then compared the heart status in people with CF to people
without.

What did you find?

The findings revealed that 44% of the people with CF showed early signs of abnormal heart
function, compared to just 20% in those without CF. People with CF had smaller hearts,
probably due to smaller body size. Although the heart function in individuals with CF
remained within normal limits, the hearts showed early signs of working less efficiently, with
reduced pumping function in both the left and right heart chambers when compared to those
without CF. Poorer lung function and male sex were associated with higher risk of early heart
function abnormalities.

What does this mean and reasons for caution?

While heart problems are not typically the primary concern for people with CF, this study
suggests that heart health should not be overlooked. Progressive lung disease can strain on
the heart, and long-term inflammation and/or infections may also contribute to these heart
changes. With the advent of highly effective treatments called CFTR modulators, people with
CF are living longer and healthier lives. However, this new landscape also brings attention to
possible long-term heart issues and calls for assessment on whether CF as well as CFTR
modulators affect heart health in unexpected ways.
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What’s next?

While CF primarily affects other organs, this study shows that it might also have a significant
impact on the heart. The findings suggest that regular heart monitoring could become an
important part of CF care, especially for people with poorer lung function or males, who seem
to be at higher risk. Early detection and intervention may help improve long-term heart health
in people living with CF. However, further research is needed to understand the long-term
effects of CF on heart health and to determine the best ways to protect the heart as people
with CF live longer.
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