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INTRODUCTION

The name, "fibrocystio disease of the pancreas,” is misleading
because it gives no hint that the disease is a generaliyed one involving
not only the pancreas but also the intestinal glands, salivary glands,
sweat glands, liver and, probably most important of all, the lungs., It is
now generally believed that the disease affects all of the mucus-secreting
glands and possibly all of the exocrine glands of the body. Farberl, in
1944, pointed out that this is a generalized disease involving mucus-~
secreting glands in different parts ef the body and in different degrees.
There may be extreme variations in the disease, depending on the organs
affected, the degree of involvement and the rate of progreasion of the
disease in each organ affected.

Although in the majority of cases both the pancreas and the lungs are
involved, it has been pointed out by, Andersan?, O'Neals, Zuelgzer and
Newtonﬁ, Gibbs et a15, and di Sant‘Agneses, that the disease may exist with
subclinical pancreatic involvement. It has also been pointed out by Gibbs
et al%, Garrod and Burtley7 and di Sant'Agnese8, that the disease may exist
with little or no clinical evidence of pulmonary involvement for many years.

The condition is known by various names such as; Céngenital steatorrhea
(Garrod and Hurtley’), Dysporia entero~broncho=pancreatica Congenita
familearis (Glanzman9), Mucoviscidosis (FarberlO), Mucosis (Bodianil),
Pancreatic fibrosis (May and Iouelz), cystic fibrosis of the pancreas
(Anderaenz). di Sant‘Agneses suggests the term "generalized exocrinopathy™
as more in keeping with the etiology since it is now believed that many,

if not all, of the exocrine glands are primarily involved.



Fibrocystic disease of the pancreas is generally considered, and
rightly so, as a disease of infancy and early childhood, Clinical mani-
festations are usually evident very early in life. Anderaenz, in 1938, showed
that cases fell into three main groups: (1) those which present within the
first week of life with intestinal obstruction as a result of inspissated
meconium (meconium ileus). (2) Those presenting between one week and six
months of age with respiratory infections and nutritional difficulty (this
is the largest group). (3) Those who present later with nutritional diffi-
culty as instances of coliac syndrome or with rectal prolapse or with chronic
respiratory infection, Actually there is no sharp separation of distinct
clinical types,

Approximately 70% of the cases reported by Andersem?, in 1938, died
before reaching the age of one year, There was one child in her series,
however, who reached the age of 14} years. Kohll3, Pugsley and Spemcelt,
and Hendrix and Goodls, have all reported survivals of 17 years, 0'Neald
reported on 50 patients diagnosed at the Mayo Clinic, 22 of whom were still
living on January 1, 1948, the oldest 18 10/12 and the next oldest 14 10/12
years, Schwachman et a116, in 19565, reported cases with partial pancreatic
insufficiency still living at ages 30, 20 and 18 years, and one case who
died at 22} years, @&i Sant'Atnzle17, in 1956, reported one case still
living at age 19, Burnardl®, in 1953, reported a case who died at 23 years,
Bbllerstoinlg, in 1946, reported a negro male who died at age 35 with necropsy
findings of: bronchopneumonia, a fatty liver and a fibrous and cystiec pan-

creas,
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Pigure No. I (Explanation on Page 25).
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Figure No. I: Chest X-ray of patient in Case No. 1, taken during the pro-

cess of duodenal drainage. The enteric tube may be wvisualized traversing
the esophagus and passing through the stomach, Note the extensive fibrosis

and segmental atelectosis of both lungs, particularly marked in the right

lung °

Figure No, II: X-ray of abdomen of patient in Case No, 1, taken during

the process of duodenal drainage., The distal end of the enteric tube
appears to be within the region of the duodenum., Note the numerous small,
mottled, calcific densities in the region of the pancreas. Note, also, the
air in the bil}iary ducts suggesting abnormal comnection between the G, I.
tract and the biliary systeme No bile was found in the fluid obtained from
the tube, which appears to be well placed within the duodenum, suggesting
that the abnormal connection between the bowel and the biliary duct system
may be the jejunum or the colon., The patients stools were reported to be

normal in color,
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