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Absctract

Background: Congenital pulmonary airway malformation is a hamartomatous lesion of the lung, with an incidence of about 1 in
25.000-35.000 live births and prenatal diagnosis is feasible in the second trimester.

Case: Second trimester ultrasonographic examination showed bilateral large hyperechogenic intrathoracal structures and ascites in a
fetus at the 23rd gestational week. Autopsy examination after termination of pregnancy revealed randomly distributed irregular bron-
chiole-like structures and separate dilated alveol-like structures in fetal lungs.

Conclusion: Congenital pulmonary airway malformation is a rare defect of the lung which can be suspected by typical sonographic
aspect and related systemic changes. Biopsy or specimen evaluation can permit hystopathologic diagnosis.

Keywords: Congenital pulmonary airway malformation (CPMA), congenital cystic adenomatoid malformation (CCAM), autopsy.

Konjenital pulmoner solunum yolu malformasyonu: Olgu sunumu

Amaç: Konjenital pulmoner solunum yolu malformasyonu 25.000-35.000 canl› do¤umda bir görülen akci¤erin hamartomatöz bir lez-
yonu olup prenatal dönemde ön tan›s› yap›labilir.

Olgu: Gebeli¤in 23. haftas›nda yap›lan fetal ultrasonografik incelemede toraksta bilateral genifl hiperekojen yap›lar ile birlikte fetal
asit izlendi. Sonland›rmay› takiben gerçeklefltirilen otopsi incelemesinde; akci¤erlerde dokular›n›n rastgele da¤›lm›fl düzensiz bronfliol
benzeri ve genifllemifl alveol benzeri yap›lar taraf›ndan oluflturuldu¤u saptand›.

Sonuç: Nadir bir defekt olan konjenital pulmoner solunum yolu malformasyonu antenatal dönemde tipik görüntüsü ve yol açt›¤› sis-
temik de¤ifliklikler ile flüphe uyand›r›r ve biyopsi-piyes elde edilebilen olgularda histopatolojik tan› gerçeklefltirilir.

Anahtar Sözcükler: Konjenital pulmoner solunum yolu malformasyonu, konjenital kistik adenamatoid malformasyon, otopsi.
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Introduction
Congenital pulmonary airway malformation

has first been described by Chin and Tang in

1949.1 It is a rare hamartoma of the lungs that

occur from unsystematic spread of tubular

bronchioles and enlarged alveolar tissue.2

Congenital pulmonary airway malformation is

mostly diagnosed in neonatal period. More

than 90% of these cases have been reported to

be diagnosed in the first two years of life. This

malformation can spontaneously regress,

increase in size or cause non-immune hydrops

fetalis.3 Therefore, the differential diagnosis

should be made when echogenic lesions seen

in the fetal lung at the prenatal period. Here we

present a case of congenital pulmonary airway

malformation which definitive diagnosis was

made postnatally by autopsy. 
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Case
Thirty years of age, gravida 5, para 4, abor-

tion 0, live birth 3 case who has married with a

relative. Bilateral large thoracic hyperechogenic

lesions, fetal abdominal ascites, head and skin

edema were observed in prenatal ultrasound at

the 23rd week of gestation. The fetus was diag-

nosed as having non-immune hydrops fetalis

(Figure 1). Medical abortion was performed

due to family’s decision. The APGAR score of

the male fetus was 0. Macroscopically, the baby

was 1100 gram in weight, 35 cm tall.

Laringeotracheal atresia was diagnosed.

Placenta was 320 gram in weight and had nor-

mal appearance. Both lungs were large and

hard. Both lungs were 8x4x3 cm (Figure 2).

Autopsy revealed many microcysts (0.1-0.2

mm), randomly spread immature bronchioles

and large alveoli in the lung tissue.

Microscopically, bronchioles and alveoli like-tis-

sue with many cuboidal epithelial cells in mes-

enchymal interstitial tissue were seen (Figure

3). The histopathological diagnosis of congeni-

tal pulmonary airway malformation type III was

made according these findings.

Discussion 
Congenital pulmonary airway malformation

is a rare hamartomatous lesion of the lung that

characterized with abnormal development of

alveoli and hyperplastic terminal bronchioles

due to abnormal embryogenesis at 6 to 7th

week of gestation.4 It has been reported to be

seen in 1 of 25.000-35.000 live births.5

Stocker et al has described three different

type of congenital cystic adenomatoid malfor-

mation of the lung in 1977.6 Recently, Stocker

has added two more type according to anatom-

ic and microscopic properties of pulmonary air-

way, and has used congenital pulmonary air-

way malformation term for this anomaly.7 It

may be associated with pulmonary hypoplasia,

heart failure, polihydramnios, mediastinal shift

and particularly non-immune fetal hydrops.

However, this lesion may rarely regress sponta-

neously at prenatal period.8 Aksoy et al have

described a congenital pulmonary airway mal-

formation case associated with other congenital

anomalies.9 In our case, we observed non-

Figure 3. Microscopic appearance of lung tissue.

Figure 2. Macroscopic appearance of large lungs.

Figure 1. Ultrasonographic appearance.
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immune hydrops associated with the patholo-

gy. Recently, prenatal magnetic resonance

imaging has been recommended for diagnosis

and follows up of these lesions. It is important

not only for diagnosis but also for early treat-

ment of such malformations.5

Congenital pulmonary airway malformation

is characterized with abnormal differentiation

of immature bronchioles and abnormal breath

pattern during morphogenesis of the lung. The

type of these lesions was first described by Chin

and Tang in 1949.1 The types of congenital pul-

monary airway malformation:  

Type 0: acinary dysplasia – tracheobronchio-

lar origin 

Type I: Bronchi/bronchiole originated multi-

ple large cystic type

Type II: Bronchiole originated multiple

small cystic type

Type III: Bronchiolw/alveole originated mul-

tiple small cystic or solid type

Type IV: Distal acinary originated peripheral

cystic type.7

Type III is seen in 5% of patients. The major-

ity of type III occurs in boys. Mortality rate is

high in type III patients due to polihydramnios

and generalized fetal edema. Large parenchy-

mal mass generally is unilateral, located in one

lobe of the lung, and cause mediastinal shift and

pulmonary hypoplasia. In our case, the lesion

was bilateral and located in the whole lung. 

Macroscopically, the diameter of cysts is

rarely greater than 0.2 mm and bronchi-like

large tissue is seen between cysts. These lesions

have named as adenomatoid due to their micro-

scopic appearance of unsystematic spread of

bronchioles with cuboidal epithelial cells and

alveoli-like tissue.10 Our case had typical prop-

erties of type III congenital pulmonary airway

malformation. 

In conclusion, congenital pulmonary airway

malformation is a rare pathology. It should be

kept in mind that non-immune hydrops fetalis

patients may be associated with congenital pul-

monary airway malformation. The differential

diagnosis can be done by histopathological

evaluation.
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