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From a respiratory and digestive disease of children

to a multisystem diseases predominantly of adults
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The child with CF as an adult 

ÄEvolution of life expectancy

ÄCF = a spectrum of disease

ÄCF and lung transplantation

ÄCF a chronic disease. What did we learn

from pediatricians?

ÄCF: ways for improvement



Not everything that counts can be counted, and 

not everything that can be counted counts



Cystic fibrosis (CF)

ÄThe most common life-shortening inherited

disease of Caucasian people (1/2000)

ÄChildren disease: death from pneumonia

and malnutrition 



CF history: milestones (1) 

Ä 1940:   antibiotics

Ä 1950:   sweat test

postural drainage

meconium ileus equivalent

liver cirrhosis

comprehensive and preventive treatment

programme

Ä 1960:  National and International organisations

First clinic for adults



CF history: milestones (2) 

Ä 1970: pseudomonas infection

Nutrition: resistant acid pancreatic enzymes

Ä 1980: physiotherapy

Antibiotics (carbenicilline + aminoside)

Liver-lung-transplantation; heart-lung transplant
ation

More aggressive nutritional support 

(fat-soluble vitamins, enteral feeding etc)

Ä 1989: gene identification



Tuchman LK Pediatrics 2010;125:566

Survival of children with cystic fibrosis



CF: spectrum of disease
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Survival of children with cystic fibrosis: median

survival

Cystic Fibrosis Foundation



Vignette clinique : Jean-Charles  1961

Ä 1961: ileus méconial; test à la sueur +

Ä 1976: diabète insulinodépendant

Ä 1988: insuffisance respiratoire sévère (paO2 55 mmHg
/7.3 kPa; paCO2 50 mmHg/6.7kPa) Ą concentrateur 
O2 >22h/j puis ventilation non invasive à domicile

Ä 1989: visite à Londres: transplantation cîur-poumons
?

Ä 1990 janvier: liste de transplantation cîur-poumons

1994: transplantation bipulmonaire et greffe dô´lots de 
Langerhans: insuffisance pancréatique exo- et endocri
ne



Chest 1997;112: 1685

CF: the longest chronic disease



Jean-Charles 1961

Ä 1995: rejet A1

Ä 1998: infarctus diaphragmatique

Ä 2003: HT artérielle

Ä 2005: sinusite chronique à pseudomonas

Ä 2006: mariage 

Ä 2008: oséoporose

Ä 2008: décès de sa mère; père malade



Jean-Charles 1961
Ä 1995: rejet A1

Ä infarctus diaphragmatique

Ä HT artérielle

Ä Ostéoporose avec hyperparathyroidisme



CF and lung transplantation: probl

ems

ÄPre-

ÄPer-

ÄPost-transplantation



Evolution

clinique

Trop tôt Trop tard

« fenêtre de transplantation »

Longueur des listes dôattente

Courtesy of Prof T Rochat



Retrospective analysis (1992 ï2002) 

Multivariate survival mode

Ä Improved survival: 5/514 listed patients

Ä Improved survival: 1/248 transplanted

patient

ÄRevise Allocation score

ÄProspective randomised controlled trial 

Lung transplantation and survival in children with cystic fibrosis

N Eng J Med 2007;357:2143







When to refer a patient with CF for lung transplantation?

Guidelines for Referral

ǒFEV1 below 30% predicted or a rapid decline in FEV1

ǒExacerbation of pulmonary disease requiring ICU

ǒIncreasing frequency of exacerbations requiring iv antibiotics

ǒRefractory and/or recurrent pneumothorax.

ǒRecurrent hemoptysis not controlled by embolization.

Guideline for Transplantation

ǒOxygen-dependent respiratory failure.

ǒHypercapnia.

ǒPulmonary hypertension Orens JB et al, JHLT 2006



Swiss Lung Transplant Registry
Demographics

STALU

November 2002

3 Heart-Lungs

2 Liver-Lungs

1 Kidney-Lungs

CF (31%)

COPD (32%)

IPF (19%)

PHT (12%)

LAM (3%) REDO (3%)

248

n=30; 8 TPH, 1 EIS

n=47 IPF; 5 SAR, 4 HIS

n=78

n=79; 23 �D1AT

Courtesy of Prof T Rochat


