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What was your research question? 
What do studies to date tell us about how ETI affects the nutrition needs of children with CF, should current nutrition advice change, and where is more research still needed? 


Why is this important? 
Good nutrition plays a key role in helping children with cystic fibrosis stay as healthy as possible. It supports lung health, growth, development, and long-term wellbeing. Current CF nutrition guidelines were developed before new treatments like ETI were available. We now know that ETI can change nutrition needs. However, there are no nutrition guidelines specifically for children taking ETI. This makes it challenging for healthcare teams to provide the best nutrition advice and care.

What did you do? 
We brought together 22 experts from around the world with experience in cystic fibrosis (CF) and nutrition. This group included dietitians, doctors who specialise in lung and gut health, and a parent of a child with CF. Together, we agreed on the most important questions about nutrition and ETI. We then reviewed the research studies that were available and used this evidence to help develop nutrition guidance for children with CF taking ETI. When there was limited research, we also drew on the group’s clinical experience. Draft statements were developed in smaller groups and then shared with the full group for voting.
What did you find? 
We only found 28 research studies on ETI and nutrition, so many questions had to be answered using the shared experience of the expert group. Together, we developed 67 nutrition statements. Each statement was voted on and approved, with more than 80% of the group agreeing or strongly agreeing. We also highlighted important nutrition questions that still do not have clear answers and ranked the most urgent areas for future research. These include whether new BMI targets are needed, how pancreatic function changes on ETI, and how much salt children with CF now require.
What does this mean and reasons for caution? 
This work provides the first international guidance to help health professionals support the nutrition and growth of children with CF taking ETI. It offers practical advice to guide care now, but it is not the final word. Because there is still limited research in this area, some recommendations are based on expert experience rather than strong evidence. As more studies are completed, our understanding of nutrition needs is likely to change. For this reason, the guidance should be used with care and updated over time as new evidence becomes available.

What’s next? 
We hope this guidance helps CF care teams support good nutrition for children taking ETI. Good nutrition and growth remain central to CF care, but we are still learning what changes are needed with ETI. As new research fills current gaps, recommendations will continue to evolve and improve.

Original manuscript citation in PubMed:
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