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Clinical Nutrition 43 (2024) 413-445

Contents lists available at ScienceDirect CLINICAL

Clinical Nutrition

journal homepage: http://www.elsevier.com/locate/clnu

ESPEN Guideline
ESPEN-ESPGHAN-ECFS guideline on nutrition care for cystic fibrosis

Michael Wilschanski * *, Anne Munck °, Estefania Carrion ¢, Marco Cipolli ¢,

Sarah Collins ©, Carla Colombo !, Dimitri Declercq ¢, Elpis Hatziagorou ", Jessie Hulst ",
Daina Kalnins ’, Christina N. Katsagoni !, Jochen G. Mainz ™, Carmen Ribes-Koninckx ",
Chris Smith ”, Thomas Smith P, Stephanie Van Biervliet %, Michael Chourdakis *




« Nutrition assessment: 24-h diet recall, 3-5-day diet record
- cystic fibrosis and malnutrition: undernutrition and overweight
« A healthier diet is becoming standard practice to avoid obesity

« Supplementation of trace elements : Calcium Recommendation, Zinc Recommendation, Selenium, Iron Recommendation,
Essential fatty acids

« Cystic fibrosis related diabetes: Information about the use of carbohydrate counting, glycemic index and glycemic load of
meals should be individualized

- Probiotics Statement : There is no evidence to support the long-term use (i.e., four to six months) of probiotics to improve
FEV1% or anthropometrics in pwCF

« There is no evidence to support the chronic use of synbiotics to improve QolL, FEV1% and anthropometrics in pwCF




Table 4
Pancreatic enzyme lipase replacement therapy: consensus guideline.

Age Suggested supplementation

Infants (up to 12 months) 2000—4000 U lipase/120 mL formula or estimated breast milk intake and approximately 2000 U lipase/gram dietary fat in food
Children 1—4 years 2000—-4000 U lipase/gram dietary fat, increasing dose upward as needed (maximum dose 10,000 U lipase/kg/d)
Children >4 years and adults Consider starting at 500 U lipase/kg/meal, titrating upward to a maximal dose of:

- 1000—-2500 U lipase/kg per meal, or

- 10,000 U lipase/kg/d, or

- 2000—4000 U lipase/gram dietary fat taken with all fat-containing meals, snacks and drinks.




Exercise recommendations for people with CF for preserving bone health (adapted from Swisher [257]).

For young child/children/adolescent: at least 60 min of moderate-to-vigorous physical activity daily.

For adults: resistance training

e Frequency: 2—3 times per week

o Intensity: at least 70 % of 1-repetition maximum

e Volume: 1-3 sets of 8—15 repetitions

e Type: a program that includes upper body, lower body, and trunk muscles is recommended. Multi-joint motions using large muscle groups should be
performed before small or single-joint motions. Resistance can include body weight, resistance bands, or weight equipment.




Use an additional measure of iron deficiency to differentiate between forms of anemia.

Use normal reference range” for Iron deficiency anemia Anemia of chronic inflammation Both forms of anemia

Serum iron Below normal Below normal Below normal
Serum ferritin Below normal Above normal Varies
Total iron binding capacity Above normal Below or normal®® Varies
Transferrin saturation, percent Below normal Below normal Below normal

4 Use normal reference range provided by the Laboratory processing the sample.
b Ether below the normal reference range or within the normal reference range.

Table 7
Sodium supplementation.

Age Sodium supplementation” Detail

Breastfed infants 0—6 months 1-2 mmol per kg/d For infants at risk of sodium deficiency give salt in small portions throughout the day, diluted in
water or fruit juice
For infants with special Up to 4 mmol per kg/d Increase intake for infants living in hot ambient temperatures; or for those with increased fluid loss
considerations (see detail, right due to vomiting, fever, diarrhea, or tachypnea; or infants with ostomies.
Older children until adulthood Salty foods, sodium chloride  Supplement in stress situations when excessive sweating is expected (i.e., fever, exercise/sports, hot
capsules/vials weather).

? To convert mol to mg of sodium, chloride, or sodium chloride, multiply mmol by 23, 35, or 58 (the molecular weights of sodium, chloride, and sodium chloride),
respectively.







