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What was your research question?

With increasing survival in PwCF, the impact of increasing overweight and obesity on CF
outcomes, such as pulmonary status, diabetes and cardiometabolic risk, warrants further
investigation and updated recommendations for nutrition management.

Why is this important?
Improved care and use of highly effective modulator therapy has led to a high rate of
overweight and obesity in PwCF. The traditional high fat, high calorie CF diet may have
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negative nutritional consequences as PwCF age; following population-based guidelines may
be more appropriate. Individuals with CF may have poor diet quality, food insecurity,
distorted body image, and an increased incidence of eating disorders. Further study is needed
to better define optimal treatments in PWCF in many areas including diet makeup, vitamin
monitoring/supplementation, pancreatic function, sodium needs, treatment of overweight
and obesity.

What did you do?

A multidisciplinary workgroup, including physicians from various disciplines, dietitians, a
psychologist, social worker, PWCF, and representatives from CFF was formed to consider
important nutritional topics in the current era for both children and adults with CF,
emphasizing changes in nutritional status following introduction of HEMT. Surveys were
distributed by email utilizing SurveyMonkey® to determine topics important to PwCF, their
families, and healthcare providers (HCP). While there is insufficient evidence to develop a
formal guideline, the need for guidance led the North American Cystic Fibrosis Foundation
(CFF) to organize a multidisciplinary workgroup to develop this position paper.

What did you find?

The relationship between pulmonary and cardiovascular outcomes and nutritional status
needs to be better defined as the CF population ages. As PwCF develop overweight and
obesity, insulin resistance may play a role in cystic fibrosis related diabetes (CFRD); treatment
of CFRD may be changing with the introduction of HEMT. Emerging data suggests that HEMT
may improve/ reverse pancreatic insufficiency in some young children with CF. Exercise is
important for cardiovascular health and maintaining a healthy weight in pwCF. Current
guidelines for weight loss in the general population offer some guidance, but caution is
required in extrapolating these recommendations to PwCF.

What does this mean and reasons for caution?

The main take home from our work is that we need more research in the area of nutrition
and HEMT. We know that HEMT impacts nutrition but are not certain if it impacts everyone
in the same way. As more information becomes available, it will be possible to have more
concrete guidelines. Until that time nutritional approaches should be individualized based on
the available data for each pwCF.
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What’s next?

The next step is to continue to study the impact of HEMT on nutrition in pwCF so that we can
develop appropriate guidelines.

Original manuscript citation in PubMed
https://pubmed.ncbi.nlm.nih.gov/37230807/
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