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Progress

Restlessness and discontent are

the first necessities of progress.
-- Thomas Edison
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INCREASED BIOELECTRIC POTENTIAL DIFFERENCE ACROSS RESPIRATORY
EPITHELIA IN CYSTIC FIBROSIS

Micuaer Knoweres, M.D., Joun Garzy, Pu.D., anp RicHarp Boucuer, M.D.

Abstract To investigate respiratory epithelial func-
tion in cystic fibrosis, we measured the transepithelial
electrical potential difference across the upper and
lower respiratory mucosa in patients with cystic fibro-
sis and control subjects. The nasal potential dif-
ference in the 24 patients with cystic fibrosis exceed-
ed by more than 3 standard deviations the mean volt-
age in healthy controls, subjects with other diseases,
and subjects heterozygous for cystic fibrosis. Poten-
tial differences in lower airways were measured in four
patients and were significantly greater than in con-
trols (P<0.05). Superfusion of the luminal surface with

-~

amiloride, an inhibitor of active sodium absorption, in-

- duced greater reductions in both nasal and airway po-

tential differences in patients than in controls. We’
conclude that the increased respiratory-epithelial po-
tential differences appear to be a specific abnormal-
ity in homozygotes for cystic fibrosis. The greater
reduction in potential difference in response to
amiloride suggests that absorption of excess salt and
perhaps liquid from respiratory epithelial surfaces
contributes to the pathogenesis of lung disease
in cystic fibrosis. (N Engl J Med. 1981; 305:1489-
95.)
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Chloride impermeability
in cystic fibrosis

Paul M. Quinton
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Cystic fibrosis is the most common fatal genetic discase affecting
cancasians and is perhaps best characterized as an exo-
crinopathy involving & disturbance in fluid and electrolyte trans-
port'. A high NaCl concentration in the sweat is characteristic
of patients with this discase; the basic physiological reason for
this abnormality is unknown., We have microperfused isolated
sweatl ducts from control subjects and cystic fibrosis patients,
and report here results which suggest that abnormally low C1™
permeability in cystic fibrosis leads to poor reabsarption of
NaCl in the sweat duct, and hence to 2 high concentration of
Na(l in the sweal.






