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In recent decades, the survival of patients with cystic fibro-
sis (CF) has increased significantly, with a current median of
approximately 38 years in European and North American
countries.’? Currently, almost 50% of CF patients in the
United States are adults.? A better approach in the treat-
ment of pulmonary disease and improvement of patients’
nutritional status were responsible for these changes.

In the 80s, Corey et al, comparing two similar groups of
patients with CF followed in Boston and Toronto, observed
increased survival in the group from Canada (30 versus 21
years).? The better nutritional status of these patients was
the determining factor for this difference, as the degree of
pulmonary involvement was comparable in both groups.
While patients from Toronto received a diet without restric-
tion of fat, the ones from Boston received a low-fat diet
and, therefore, one with lower caloric intake. It was con-
cluded that although the progressive pulmonary disease is
the leading cause of mortality in CF, concerns with nutri-
tional guidance and intervention in these patients was
essential.

Many studies have suggested that severe pulmonary dis-
ease is consistently correlated with nutritional status dete-
rioration and, on the other hand, prevention of malnutri-

tion is related to a better course of pulmonary disease and
longer patient survival.*® Several authors have shown that
patients undergoing aggressive nutritional rehabilitation
through high-calorie diets by gastrostomy or nasogastric
tube, improved their nutritional status, while pulmonary
disease was stabilized.®’

A national study, evaluating 87 patients with CF aged
6 months to 18 years and grouping them according to over-
all disease severity measured by the Shwachman score
(CF severity score) also showed that patients with less pul-
monary involvement had better nutritional status and those
with increased pulmonary involvement showed poor nutri-
tional status, with significant differences between the
groups regarding the different anthropometric variables
assessed. The use of simple measures of nutritional advice
in the long term allowed attaining greater adherence to
enzyme supplementation and high-calorie dietary supple-
ments, contributing to nutritional status improvement
observed in some of these patients.?

Hortencio et al, in an article published in this issue of the
journal and that evaluated 52 patients with a mean age of
6 years, whose CF diagnosis was made at a median close to
two years, found 40.4% of patients with Z BMI / A scores
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<-2 and 38% with H/A score <-2 at the first visit to the
referral center, which reflected severe nutritional impair-
ment. With the implementation of therapeutic measures
- enzyme supplementation, hypercaloric diet and pulmo-
nary disease management - most patients showed nutri-
tional recovery, with a decrease in BMI/A and H/A Z scores
<-2 to 7.7% (only 4 patients) in both indices. However, as
the authors emphasize, patients with BMI/A and H/A Z
scores between -1 and -2 must be considered at nutritional
risk and this was verified in 23 and 30.8% of patients in this
study, respectively.

This sentence group of patients must undergo stringent
monitoring of nutritional status. Some associations between
better anthropometric indices and lower severity of respi-
ratory disease were observed as fewer hospitalizations,
later respiratory symptom onset and better results on spi-
rometry. However, the finding of a better H/A index with
longer time between birth and diagnosis and between the
first visit and diagnosis was paradoxical, as 90.8% of
patients were pancreatic insufficient and in this situation,
one would expect a worsening in this anthropometric index
with diagnostic delay and thus, at the start of pancreatic
enzyme supplementation.’®

With the implementation of newborn screening for CF in
the state of Sao Paulo in February 2010 ' we expect to
attain an early diagnosis of CF, allowing timely therapeutic
interventions to be made and attaining benefits such as
improved growth, nutrition, pulmonary function and prog-
nosis, as observed in countries where newborn screening
for CF is already a routine.'"?

Conflicts of interest

The authors declare no conflicts of interest.

References

1. O’Sullivan BP, Freedman SD. Cystic fibrosis. Lancet. 2009;373:
1891-904.

2. Cystic Fibrosis Foundation Patient Registry. 2012 Annual Data
Report. Bethesda: Cystic Fibrosis Foundation; 2013.

3. Corey M, McLaughlin FJ, Williams M, Levison H. Comparison of
survival, growth, and pulmonary function in patients with cystic
fibrosis in Boston and Toronto. J Clin Epidemiol. 1988;41:583-91.

4. Gaskin KJ. The impact of nutrition in cystic fibrosis: a review.
J Pediatr Gastroenterol Nutr 1988;7 (Suppl 1):512-7.

5. Elborn JS, Bell SC. Nutrition and survival in cystic fibrosis.
Thorax. 1996;51:971-2.

6. Efrati O, Mei-Zahav M, Rivlin J, Kerem E, Blau H, Barak A, et al.
Long term nutritional rehabilitation by gastrostomy in Israeli
patients with cystic fibrosis: clinical outcome in advanced
pulmonary disease. J Pediatr Gastroenterol Nutr. 2006;42:
222-8.

7. Erskine JM, Lingard C, Sontag M. Update on enteral nutrition
support for cystic fibrosis. Nutr Clin Pract. 2007;22:223-32.

8. Adde FV, Rodrigues JC, Cardoso AL. Nutritional follow-up of
cystic fibrosis patients: the role of nutrition education.
J Pediatr (Rio J). 2004;80:475-82.

9. Hortencio TD, Nogueira RJ, Marson FA, Hessel G, Ribeiro JD,
Ribeiro AF. Factors impacting the growth and nutritional status
of cystic fibrosis patients younger than 10 years of age who did
not undergo neonatal screening. Rev Paul Pediatr. 2015;33:3-11.

10. Brasil - Estado de Sao Paulo. Secretaria da Salde Estado de Sao
Paulo. Resolucao SS-SP N° 25, de 4 de Fevereiro de 2010.
S&o Paulo: Diario Oficial do Estado; 2010. Seg&o I. p. 32-3.

11. Farrell PM, Kosorok MR, Rock MJ, Laxova A, Zeng L, Lai HC, et
al. Early diagnosis of cystic fibrosis through neonatal screening
prevents severe malnutrition and improves long-term growth.
Wisconsin Cystic Fibrosis Neonatal Screening Study Group.
Pediatrics. 2001;107:1-13.

12. Collins MS, Abbott MA, Wakefield B, Lapin CD, Drapeau G, Hopfer
SM, et al. Improved pulmonary and growth outcomes in cystic
fibrosis by newborn screening. Pediatr Pulmonol. 2008;43:648-55.



	Nutrition in Cystic Fibrosis: as important as the management of pulmonary disease
	Conflicts of interest
	References


