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Introduction of high fat diets

* High fat diet first demonstrated improved growth (crozier et al 1974)
* Boston low fat diet versus Toronto high fat diet

* Patients in Boston tended to be shorter than patients in Toronto
* Toronto males also weighed more than Boston males

* Independent of pulmonary function (no difference in FEV1)

 Median age of survival in Boston was 21 years, Toronto 30, showing a
marked separation from age 10

* Resulted in a general recommendation of high-fat diet to patients with CF

Corey et al A comparison of survival, growth, and pulmonary function in patients with cystic fibrosis
in Boston and Toronto. J. Clin. Epidemiol. 1988;41:583-591. doi: 10.1016/0895-4356(88)90063-7
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Benefits of improved nutritional status

BEtter nouriShEd, bEtter Outcome (Steinkamp & Wiedemann, 2002)

Good growth & nutritional status early in life
associated with better lung function during

Ch |Id hOOd (Konstan et al 2003; , Peterson et al 2003, Pedreira et al 2005)

Nutritional support improves nutritional status &
stabilise/slow rate of lung function decline

(Jelalian et al 1998, Walker & Gozal 1998, Steinkamp & Wiedemann 2002, Efrati et al 2006)




European CF Conference 1997 (3 Dietitians Meeting)

Lebecque P., Leonard A., De Boeck K. et al. (2009). Early referral to cystic fibrosis specialist
centre impacts on respiratory outcome. J Cyst Fibros. Vol. 8, No 1, pp 26-30.

Twin sisters Took a year to adjust Happy to gain weight BUT

A at 6 months of age Mum kept forgetting! Family had a non aggressive
Low fat diet for 12 years Felt angry/guilty/cried approach to their over all health

No PERT “Gorging” = % bar chocolate at a Due to their low expectations

No IV antibiotic courses time

Centralise & standardise patient

Improves patient outcomes
care




Good care management of CF: what does it look like?
Crozier D. (1974). Cystic fibrosis: a not-so-fatal disease. Pediatr Clin North Am. Vol. 21, No 4, pp 935-950

Improved infrastructure Best Practice -
Early diagnosis Benchmarking
CF centres, Networks CF registries

Intensive follow up Guidelines

L . . Help — patients &
Ql initiatives parents/carers

Innovations Education

. Resources
New therapies

Support



New Born Screening (NBS)

Farrelll et al. Evidence on improved outcomes with early diagnosis of CF through neonatal screening: enough is enough! J Ped
2005:147(3 Suppl): S30-6

Start treatment early

Prevent early decline in
nutritional status

Conserve respiratory function
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CF Screen Positive Inconclusive Diagnosis/CF
Transmembrane Conductance Regulator-related
Metabolic Syndrome (CF SPID/CF CRMS)




Nutrition & Growth in the early years

Early achievement of normal nutritional status is
associated improvement in lung function in older

childhood YEQAIS (stallings et al 2008, Lai et al 2009, Konstan 2003)

Wt for age percentile at 4 years associated with
improved growth parameters during childhood &

less pulmonary exacerbations at age 18 (venetal2013)




Nutrition & Growth in the early years

Returning to birth wt z score by 2 years is
associated with improved linear growth &

pulmonary function through to age 12 years
(Sanders et al 2018)

A height z score >C50% percentile at 6 years

is associated with improved lung function
(Sanders et al 2021)







Best Practice/Clinical Practice Guidelines




Best Practice/Clinical Practice Guidelines
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Pancreatic Enzyme Replacement Therapy — new developments

* CFF with Synspira Therapeutics Inc. developing a non-porcine PERT

e Potential enzyme therapy SNSP0O0O3 contains 3 non-animal derived
enzymes Feb 2020, additional funding Sept 2021

e 2017 U.S. Food & Drug Administration (FDA) approved RELiZORB®,
digestive enzyme cartridge for 5-18 years who use a feeding tube

e Cartridge contains digestive enzymes, placed in line between the feed
& the G-tube, allows for fats in the formula to be predigested

* Absorption and Safety With Sustained Use of RELiZORB Evaluation (ASSURE) Study in Patients With
Cystic Fibrosis Receiving Enteral Feeding. Stevens et al. Journal of Pediatric Gastroenterology and
Nutrition: October 2018 - Volume 67 - Issue 4 - p 527-532. doi: 10.1097/MPG.0000000000002110.
Accessed May 2022
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UK Data

* People on VST as of December 2020:
 Kalydeco (lvacaftor): 871

* Orkambi (Lumacaftor/ivacaftor): 1194

* Symkevi (Tezacaftor/ivacaftor): 1358

» Kaftrio (Elexacaftor/tezacaftor/ivacaftor): 2 700




Weight & Growth with VST







Pancreatic Function & Ivacaftor







CF Bone Disease & VST










Body Composition & VST
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* Dietitians play a critical role in helping to improve outcomes & QOL

* Nutritional management of CF is continuous & requires continued
nutritional scientific research

* More experiences of VST & its effects on nutritional status will offer
challenges to adapt dietary interventions in CF

* Aim is to achieve & maintain optimal nutrition status, ensuring that

our patients will have the best chance at a long & relatively healthy
life



