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INTRODUCTION

Cystic fibrosis of the pancreas is a generalized, hereditary
disease of children and adolescents due to dysfunction of the
exocrine glands (1), Pathologic changes in the pancreas attract-
ed early attention and gave the disease its name. Later it was
learned that there was a widespread defect of mucus secretions
throughout the body and the name *mcoviscidosis" was suggested (2).

In the fully manifested cases there is chronic pulmonary
disease, pancreatic deficiency and abnormally high sweat electro-
lyte concentrations. Gradation in or absence of involvement of
the various organs or glandular systems is characteristic of this
disorder and leads to many variations in the elinical picture.

In the mcuseproducing glands the basic changs consists of
an accumilation of presumably abnormal secretions leading to
dilatation of the secretory gland. This accumulation mey lead to
obstruction of the =small intestine by inspissated meconium re-
sulting in intestinal obstruction in the newborn, se-called
meconium ileus (3). Obstruction of the pancreatic ducts leads
to secondary degeneration of the exocrine parenchyma of the pan=
creas and pancreatic achylia (3). Obstruction of the bronchi
by accumlated sescretions leads to secondary bronchopneumonia and
chronic pulmonary involvement which is present at some time in the
course of the disease in virtually all patients with ¢ystic fi-

brosis.



The incidence of cystic fibrosis is estimated as being about
1 in 1000 live births (4).° Since this condition is familial and
thought to be transmitted as a recessive trait, as many as 2 to
18% of the population may harbor the specific gene (5).

Abnormally high chlorides and sodium in sweat are present in
almost all patients with cystic fibrosis (6). Patients with this
disease have a concentration of these ions in the sweat 2 to 5
times greater than controls (4). To date no other disease has
been found in which sweat electrolytes are increased, with the
exception of untreated adrenal insufficiency; therefore, the "sweat
test" because of its simplicity and reliability has come into
general use as the main diagnostie procedure in this disease.

The basic defect in cystic fibrosis is unimown as yet. Defi-
ciencies in autonomic nervous system function (4) or absence of
an enzyme (7) or some other metabolic error (4) have been proposed
in general terms to explain the genermlized exocrine gland dys-

function.
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