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PULMONARY DYSPLASIA WITH RENAL MALFORMATIONS:
A COMMON CONNECTIVE TISSUE DISORDER?"
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SUMMARY: Yurdakok M, Haziroglu R, Topaloglu H, Tinaztepe K. (Department of
Pediatrics, Hacettepe University Faculty of Medicine, Ankara, Turkey). Pulmonary
dysplasia with renal malformations: a common connective tissue disorder? Turk J
Pediatr 35: 111-114, 1993.

The effect of D-penicillamine {DPA) on the development of lung and kidney tissues
was evaluated to determine whether the association of lung and kidney malformati-
on results from a common generalized disorder of connective tissue in the fetal rat.

Ten animals received a daily dose of 300 mg DPA (n their drinking water during the
last six days of their gestation. Ten other pregnant rats were used as controls. At the
end of the gestation period all the animals were delivered by cesarean section. We
found that DPA treatment during gestation caused marked growth retardation in the
offspring. Although the lung weight to body weight ratios did not differ between the
study and control groups, the left-kidney weight to body weight ratios were found to
be lower in the study group. Histologic sections showed pulmonary dysplasia with
bronchomegaly, cystic alveoli, atelectasis, vascular aneurism, perivascular loose of
connective tissue, small hemorrhagic foci in the lungs and caliechtasis. We
hypothesize that a common connective tissue disorder induced by DPA during
intrauterine life may cause lung and kidney malformations. Key words: caliechtasls,
cystic lung disease, D-penicillamine, pulmonary dysplasia, renal malformation.

Since it has been recognized that there is an apparent association between
spontaneous pneumothorax and congenital urinary tract abnormalities in newborn
infants! and a predisposition to pneumothorax in patients with collagen synthesis
defects such as Ehlers-Danlos disease and Marfan syndrome2, we are of the
opinion that a common generalized connective tissue disorder may affect both
lung and kidney development. We performed an experimental study in rats to
ascertain whether an induced collagen synthesis defect could lead to changes in
lung and kidney development. D-penicillamine (DPA) was used in the study to
induce a collagen synthesis defect because lysyl oxidase, which contains copper
as an essential component, is important in the cross-linking of collagen and elastin

and its activity is impaired by DPA3,
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