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The chille Wilih GF &8 an aelult

A Evolution of life expectancy

A CF = a spectrum of disease

A CF and lung transplantation

A CF a chronic disease. What did we learn
from pediatricians?

A CF: ways for improvement






Cysitts florests (CF)

A The most common life-shortening inherited
disease of Caucasian people (1/2000)

A Children disease: death from pneumonia
and malnutrition



Ch milesionas (1)

A 1940: antibiotics

A 1950: sweat test
postural drainage
meconium ileus equivalent
liver cirrhosis
comprehensive and preventive treatment
programme

A 1960: National and International organisations
First clinic for adults



Ch milcsionss (2)

A 1970: pseudomonas infection

Nutrition: resistant acid pancreatic enzymes
A 1980: physiotherapy

Antibiotics (carbenicilline + aminoside)

Liver-lung-transplantation; heart-lung transplant
ation

More aggressive nutritional support

(fat-soluble vitamins, enteral feeding etc)
A 1989: gene identification



Survival of children with cystic fibrosis
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The number of adults with CF has steadily increased over the past decade.
The number of children has remained relatively stable.

FIGURE 1
Trends in number of patients with CF, 1986—-2008. (Reproduced with permission from Cystic Fibrosis
Foundation. Center Directors’ Educational Slides. Bethesda, MD: Cystic Fibrosis Foundation; 2009)
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Survival of children with cystic fibrosis: median
survival
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\Vignetteleliniguek: 1961

A 1961: ileus méconial; test a la sueur +
A 1976: diabete insulinodépendant

A 1988: insuffisance respiratoire severe (paO, 55 mmHg
/7.3 kPa; paCO, 50 mmHg/6.7kPa) A concentrateur
O, >22h/j puis ventilation non invasive a domicile

A 1989:visitealondres: tr ans pl a-pauraons o |
?
A1990 Janvier: | 1 st e-podmonst r a

1994: transplantation bipulmonairee t gr ef f e ¢
Langerhans: insuffisance pancréatique exo- et endocri
ne




End-Stage Cys'tic
Fibrosis*

Improved Diabetes Control

2 Years After Successful Isolated 119
Chest 1997:112:

Pancreatic Cell and Double-Lung s

Transplantation

Jean-Marie Tschopp, MD, PhD, FCCP;

Martin H. Brutsche, MD; Jean-Georges Frey, MD;
Anastase Spiliopoulos, MD; Laurent Nicod, MD, PhD;
Thierry Rochat, MD, PhD; and Philippe Morel, MD, PhD

Table 1—Spirometry and Diabetic Parameters Before and 6 Months After Bilateral Sequential Single-Lung and
Pancreatic Cell Transplantation

Transplantation Time

Parameters Before After, 2 mo After, 24 mo
FEV,, L/s* 04(11%) 3.1 (82%) 3.0 (79%)
VG L* 1.0 (21%) 3.4 (75%) 3.5 (77%)
Venous glucose, mmol/L} 6.1+x2.8(2.3-12.1) 9.0+x1.2(4.2-10.9) 5.8+0.9 (3.8-8.5)
Daily insulin, TU/d' ~102-+13 60=2 662
Fasting C-peptide, nmol/L <0.04 1.5 0.6

W Ly

Hypoglycemic events/wk' : 0 0
B, B . § ‘
Hyperglycemic events/wk® . 1 0

>y YN Z & i . 3
#*For FEV, and FVC, values in parentheses represent percent of predicted values.
"Mean = SD (range). Venous glucose levels measured three times daily over a period of 1 month.

:\";ﬂues 1'(“‘1)1'(“5(’!1{ mean l]ul]‘l])(‘l' of S'\'H'lpt()llliltic h\poglvcemic events per week.
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cen=Chares 1961
A 1995: rejet Al

A Infarctus diaphragmatique
A HT artérielle

A Ostéoporose avec hyperparathyroidisme
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A Pre-
A Per-
A Post-transplantation



« fenétre de transplantation »

@

Evolution
clinique

Trop tot Trop tard

Longueur des |1 stes doat

Courtesy of Prof T Rochat



padive analysis (ﬂﬂ - 2002)
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A Improved survival: 5/514 listed patients
A Improved survival: 1/248 transplanted
patient

A Revise Allocation score

A Prospective randomised controlled trial

Lung transplantation and survival in children with cystic fibrosis
N Eng J Med 2007;357:2143



Lung Transplantation in Cystic Fibrosis —

Primum Non Nocere?
Julian Allen, M.D., and Gary Visner, D.O.

N ENGL ] MED 357:21 WWW.NEJM.ORG NOVEMBER 22, 2007



Lung Transplantation for Cystic Fibrosis

Frederick R. Adler!, Paul AuroraZ3, David H. Barker4, Mark L. Barr>, Laura S. Blackwell?, Otto H. Bosma®,
Samuel Brown’, D. R. Cox3, Judy L. Jensen’, Geoffrey Kurland®, George D. Nossent®, Alexandra L. Quittner?,

Walter M. Robinson'?, Sandy L. Romero? Helen Spencer?, Stuart C. Sweet!!, Wim van der Bij%, ). Vermeulen®

s Erik A. M. VerschuurenS, Elianne ). L. E. Vrijlandt®, William Walsh?, Marlyn S. Woo'?, and Theodore G. Liou’

The Importance of Measuring
Health-Related Quality of Life

Alexandra L. Quittner, David H. Barker,
Laura S. Blackwell, Sandy L. Romero,
and Marlyn S. Woo

Pediatric Lung Transplantation for
Cystic Fibrosis: Overview and
Historical Perspective

Stuart C. Sweet

Alternate Models of Selection for
Lung Transplantation: What
Distinguishes the British System?

Paul Aurora and Helen Spencer

Proc Am Thorac Soc Vol & pp 619633, 2009
DO 10157 5/ pals, 2005008 OEE T L
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When fo refer a patient with CF for lung transplantation?

Guidelines for Referral

0 FEV, below 30% predicted or a rapid decline in FEV,

0 Exacerbation of pulmonary disease requiring ICU

0 Increasing frequency of exacerbations requiring iv antibiotics
0 Refractory and/or recurrent pneumothorax.

0 Recurrent hemoptysis not controlled by embolization.

Guideline for Transplantation
0 Oxygen-dependent respiratory failure.
O Hypercapnia.

0 Pulmonary hypertension Orens JB et al, JHLT 2006



Swiss Lung Transplant Registry

Demographics

3 Heart-Lungs
REDO (3%) 2 Liver-Lungs
1 Kidney-Lungs

CF (31%)
n=30; 8 TPH, 1 EIS n=78
IPF (19%)

n=47 IPF; 5 SAR, 4 HIS
COPD (32%)

n=79; 23 OAT

STALU

Courtesy of Prof T Rochat November 2002



