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Summary 

Congenital cystic adenomatoid malformation of the fetal lung is an extremely rare developmental abnormality characterized by 
excessive overgrowth of the terminal respiratory bronchioles at the expense of the saccular spaces. We present a case of a 33-year­
old, gravida 2, para I, woman with congenital cystic adenomatoid lung malformation-type If diagnosed by ultrasound at the 20'" 
week of gestation. On the right side of the chest an area with a maximum diameter of 18.5 mm and with small cystic lesions was 
recognized. The maximum diameter of the cysts was 0.5 cm. There were no other fetal abnormalities. The pregnancy was termi­
nated and the postmortem examination confirmed the ultrasonographic findings. The cysts had the appearance of bronchiolus-like 
structures and were lined with cuboidal and columar epithelium. Distended alveoli were present, while the airways were normal in 
structure. No other congenital anomalies were found. In conclusion, in this study we describe the ultrasonographic and pathologic 
findings of an unusual case of congenital cystic adenomatoid malformation of the fetal lung 
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Introduction 

Congenital cystic adenomatoid malformation of the lung 
is an extremely rare developmental abnormality character­
ized by an excessive overgrowth of the terminal respiratory 
bronchioles at the expense of the saccular spaces [l, 2]. 
Chin and Tang, first described it in 1949 [3]. 

Congenital cystic adenomatoid malformation of the 
lung is usually unilateral involving only one lobe or 
segment [l, 4]. There is a broad spectrum of clinical asso­
ciations such as polyhydramnios, fetal hydrops and 
hypoplasia of the contralateral lung due to the compres­
sion of the pulmonary mass [l, 5]. However, the progno­
sis is variable ranging from spontaneous in utero regres­
sion or perinatal death to no neonatal morbidity [2]. 

Sonography is important for the prenatal diagnosis. 
The objective of this paper was to report the diagnosis of 
a congenital cystic malformation of the lung in utero and 
to present the ultrasonographic findings and the post­
mortem pathology. The aetiology of this entity is also dis­
cussed and the international literature is reviewed. 

Case report 

Our patient was a 33-year-old, gravida 2, para 1, rhesus pos­
itive woman who had had a previous normal pregnancy. She 
presented to the Obstetrics and Gynecology Department of "G 
Chatzikosta" General Hospital, Ioannina, Greece for a routine 
sonographic examination at the 20"'week of gestation. Initially 
曲s pregnancy was uneventful and maternal serum alpha-feto­
protein was normal. Her sickle test and haemoglobin elec-
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trophoresis were normal. Serological testing of the mother 
showed no IgM antibodies against toxoplasma, cytomegalovirus 
and rubella. There was no familial nor maternal history of con­
genital cystic malfonnation of the lung. 

A single fetus was found and the placenta was adhered in the 
posterior uterine wall. The fetal biparietal diameter (BPD) was 
45 mm, fetal abdominal circumference 144 mm and fetal femur 
length (FL) 30 mm. Ultrasonographically, the gestational age 
was calculated to be 19 weeks and three days. The gestational 
weight was estimated to be 322 g. Amniotic fluid volume was 
within normal levels. Fetal movements were normal. On the 
right side of the chest an area with a maximum diameter of 18.5 
mm and with small cystic lesions was recognized (Figures l, 2) 
The maximum diameter of the cysts was found to be 0.5 cm 
(Figure 3) and the lesion was classified as congenital cystic ade­
nomatoid malformations of the fetal lung-type II. There were no 
fetal ascites, mediastium shift, pericardia! effusion, pleural effu­
sion, congenital diaphragmatic hernia or other fetal abnormali­
ties. The most likely diagnosis was thought to be a cystic lesion 
of the fetal lung. The couple decided to terminate the preg­
nancy, which was carried out by means of Cytotec®. A female 
fetus was delivered, weighing 330 g. 

The postmortem examination showed a congenital cystic ade­
nomatoid malformation of the right middle lobe of the lung, 
咖ch was histopathologically classified as type II. No other 
congenital anomalies were found. The left lung measured 3 x 
2.5 x 1 cm and weighed 3.67 g; no gross abnormalities were 
found. The right lung measured 3 x 1.9 x 1 cm and weighed 5.6 
g. The cross section revealed an area which contained cysts of
0.4 to 0.6 cm in diameter, surrounded by normal pulmonary
parenchyma at the middle lobe of the right lung (Figure 4). The
cysts had the appearance of bronchiolus-like structures and
were lined with cuboidal and focally columnar epithelium; dis­
tended alveoli were present (Figures 5, 6, 7). The airways were
normal in structure. The fetal karyotype was 46, XX.








