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Preface

He was one of three frail siblings with recurrent diarrhoea, weight loss and a feeble
apparition. A boy who, during childhood and adolescence, was not able to compete with
other children of his own age and who was unable to take walks due to respiratory
symptoms. He suffered from recurrent respiratory infections, haempotysis and fevers and
got frequent abdominal pain and diarrhoea after eating, in particular fatty pork meals. A
man who, before the age of 35, was not able to climb the stairs due to dyspnoea and
weakness and who spent most of his latter years spent bedridden with characteristic
tiredness, dyspneoa and difficulties with sputum expectoration, until his death in 1849 at
the age of 39 yrs. He was a composer and a pianist and his name was Frederic Chopin.

It seems highly likely that Chopin suffered and died from cystic fibrosis CF and not
tuberculosis as has been claimed. CF is a disease that was unknown during the nineteenth
century. Although it was already asserted in German folklore that "a child who tastes
salty on being kissed has a poor prognosis" CF became recognised as a disease in the first
half of the 1930s, when it was distinguished from celiac disease. In 1945 mucus secretion
abnormalities were described and the term mucoviscoidosis was suggested. Further
development included characterisation of high sweat levels of sodium and chloride and in
the 1960s it was established that CF was an autosomal, recessive, inherited disease.
Approximately 20 yrs after this the gene responsible for the disease was located on
chromosome seven.

When CF was first described the disease was found to be affecting children who died as
a result of it within the first few years of their life. However, it became clear that the CF
phenotype differs between individuals and this may, in parallel with improved treatment,
explain why certain affected individuals appear to have a more beneficial prognosis with
prolonged survival. The knowledge regarding CF has increased tremendously during the
previous decades. It is now clear that the disease is caused by a mutation in the gene
coding for CF transmembrane conductance regulator, an ion channel responsible for
chlorine transport in epithelial cells. The treatment has improved substantially and life-
time expectancy has increased from approximately 6 months to 30 yrs. Treatment of
airway infections and obstructions, nutritional repletion, anti-inflammatory therapy and
lung transplantation have contributed to improve survival outcomes with the possibility
of gene therapy soon becoming a probable option.

In the present issue of the European Respiratory Monograph current knowledge
regarding CF has been acquired by authors who are true specialists in the field. Most
aspects of CF have been covered and this Monograph will be an inestimable source of
information for pulmonary physicians and scientists within the field.

K. Larsson
Editor in Chief

Eur Respir Mon, 2006, 35, vii. Printed in UK - all rights reserved. Copyright ERS Journals Ltd 2006; European Respiratory Monograph;
ISSN 1025-448x.
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INTRODUCTION

Cystic Fibrosis (CF) is a lethal disease affecting children, adolescents and mature
adults. However, over the past three decades, as a direct consequence of the application
of multidisciplinary care delivered by CF centres worldwide, the disease has changed
from one of childhood killer into prolonged adult survival.

The basic defect in CF affects all ductal systems of the body and is truly a disease with
multiple systemic manifestations. As patients with CF have grown older many
unexpected complications have emerged from Pandora’s box to further complicate the
lives of CF patients and test the management skills of clinicians. Scientific research into
this disease has flourished as demonstrated by the increasing number of sessions devoted
to this area at respiratory meetings in Europe and North America.

It is, therefore, timely that the European Respiratory Journal is publishing a
Monograph devoted exclusively to CF. The editors have recruited recognised leaders
to write about cutting edge topics of interest both to clinicians and scientists in this field.
We are grateful to the authors who have produced superb reviews of their various areas
of expertise. We invite all those either with an interest or who want to know more about
this fascinating disease to read these reviews and use them as a source of reference and a
continuing learning curve.

Eur Respir Mon, 2006, 35, viii. Printed in UK - all rights reserved. Copyright ERS Journals Ltd 2006; European Respiratory Monograph;
ISSN 1025-448x.
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