
The Seoul Journal of Medicine

Vol. 35, No. t: 29-33, March 1994

Congenital Cystic Adenomatoid Malformation and
Extralobar Pulmonary Sequestration in an Infant

Sang-Yang Song and Je G. Chi'

Department of Pathology, Seoul National University College of Medicine

Seoul /10-799. Korea

= Abstract = Although congenital cystic adenomatoid malformation(CCAM) and
extralobar pulmonary sequestration(EPS) are different entities, they sometimes share
common morphologic features, raising a possibility of a morphogenetic link. We report
an autopsy case of a neonate who had features of both EPS and CCAM. An abnormal
left lung with three separate lobes was found in the left thoracic cavity after removal of
herniated abdominal viscera through the Bochdalek foramen. Two lobes without bron­
chial connections were directly connected with the descending aorta, and showed typi­
cal histologic features of CCAM. The lung tissue with normal bronchial connection and
'pulmonary artery supply showed identical features to these accessory lobes. Our case
provides an evidence that CCAM and EPS can occur in a single individual and in the
same side of the lung, and therefore raises a possibility that these two lesions could be
different expressions of the same disease.
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INTRODUCTION

Congenital cystic adenomatoid malfor­
mation (CCAM) and extralobar pulmonary
sequestration(EPS) are rare congenital ano­
malies that can rarely be combined In one in­
dividual(Morin et et. 1989; Dibden et et. 1986,

Stocker and Kagan-Hallet 1979; Demos and
Teresi 1975; Halloran et et. 1972, Hutchin et et.

1971; Aslam et et. 1970) CCAM IS usually de­

fined as any congenital cystic lesion In the
lung with adenomatous proliferation of
bronchiolar structure of variable size and dis­
tnbutontvtorin et et. 1989). Meanwhile EPS is
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an accessory lung tissue which has no
communication with the tracheobronchial tree
and receives a systemic arterial supply
(Katzenstein and Askin 1990), These two seem­
ingly different entitles share common histologi­
cal features, and sometimes it is difficult to sep­
arate them solely on the basis of gross and
microscopic examinations, The main difference
IS the presence of an aberrant systemic vascu­
lar supply In EPS, which cannot be confirmed
or does not exist at all clinically, Minor
differences include the fact that chronic inflam­

mation and/or fibrosis are present in EPS and
also the fact that "aderiomatoid" structures are
composed solely of bronchiolar structures In
CCAM However, the latter feature could not be
clearly differ­
entiated In premature lung tissue, Both lesions
are congenital and have been suspected to be
caused by developmental insult. An autopsy
case that showed features of both CCAM and
EPS In the lungs prompted this report










