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Abstract

Background: 10-25% of bronchopulmonary sequestration comprises extralobar sequestration (ELS).
ELS are usually found between the left lower lobe and diaphragm and rarely infra-diaphragmatically.

Case Description: 25 years old young female with 24 weeks of gestation was diagnosed with left supra
adrenal mass in fetal anomaly scan. On fetal autopsy, the supra adrenal mass showed lung parenchyma with
multiple cystic spaces which are lined by columnar to cuboidal cells. Bronchi and bronchioles were dilated.
Skeletal muscle and cartilage were absent. Both grossly and microscopically, lungs and other organs were

normal. Diagnosed as extralobar intraabdominal bronchopulmonary sequestration with cystic adenomatoid

malformation suggestive of hybrid lesion. Hybrid lesion is a combination of bronchopulmonary sequestration
(BPS) and congenital cystic adenomatoid malformation (CCAM).

Clinical Relevance: Diagnosis of hybrid lesion during pregnancy is important for prenatal counselling,

fetal intervention and birth planning.
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INTRODUCTION

B ronchopulmonary sequestration (BPS)is a congenital
abnormality of the lungs. It is an abnormal lung
tissue which is non-functioning and not communicating
with the tracheobronchial tree. It has aberrant vascular
supply from systemic circulation and venous drainage
varies. Of congenital pulmonary malformations, BPS
represents 0.15-6.4%.* Based on the relationship of the
aberrant lung parenchyma to the pleura, BPS is divided
into intralobar sequestration (ILS) and extralobar
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sequestration (ELS). ELS has its own visceral pleura.?
The terminology hybrid lesion has been used to describe
BPS in association with cystic pulmonary adenomatoid
malformation (CPAM) and was introduced by DL cass
et al’

We report a case of ELS coexistent with CPAM
which had systemic blood supply from aorta in a
fetus of 24weeks of gestation.

CASE REPORT

A 25 years old young female, gravida 2, para 1, living
1 with 24 weeks of gestation was detected with a left
supra adrenal mass in fetal anomaly scan with vascular

Fig. 1-A -Left supra adrenal mass in fetal anomaly scan with vascular
supply from aorta

1-B,1-C - Gross specimen showing homogenous mass, lobulated and cut
surface of which shows multiple cysts

Congenital pulmonary abnormalities are seen in
1 in 10,000-35,000 live births.* It includes CPAM,
bronchogenic cysts, bronchopulmonary sequestration
and hybrid lesions. BPS includes 75-90% of ILS and
ELS constitutes 10-25%. Abnormal connection to the
gastrointestinal tract was seen in around 10% of cases.’

ELS are usually found between the left lower lobe
and diaphragm® and rarely infra-diaphragmatically
with male preponderance. ELS can occur in multiple
sites.” Other reported uncommon sites being suprarenal,
intra-diaphragmatic, intrapericardial and mediastinal.
Intraabdominal sequestration is most often found in
females (75%), presenting as a left retroperitoneal mass.

supply from aorta (Fig. 1-A). On fetal autopsy, the supra
adrenal mass was noted. Grossly, mass was homogenous,
lobulated measuring 4x3x2.5cms, cut surface of which
showed multiple cysts measuring 3x2mm (Fig. 1-B and
1-C). Microscopically, cystic spaces which were lined by
columnar to cuboidal cells. Bronchi and bronchioles were
dilated (Fig. 2-A, 2-B, 2-C). Skeletal muscle and cartilage
were absent. Both grossly and microscopically, lungs and
other organs were normal. Diagnosed as hybrid lesion of
extra lobarintraabdominal BPS with congenital cystic
adenomatoid malformation.

DiscussioN

Fig. 2: Microscopy showed lung parenchyma with multiple cystic spaces
lined by cuboidal to columnar cells. Bronchi and bronchioles were dilated

Our case was 24week old fetus with extra lobar
sequestration in suprarenal region.

EPS is seen in association with diaphragmatic
hernia, vertebral anomalies, broncho-pulmonary
malformations, foregut duplication. Our case was
a hybrid lesion as ELS was associated with CPAM.

The blood supply for BPS is from the systemic
circulation, commonly from the thoracic or abdominal
aorta. Venous drainage was seen into pulmonary veins,
azygous vein, hemiazygos vein and in few cases directly
into the right atrium or inferior venacava.® Though the
gold standard to evaluate the blood supply in BPS is
arteriography, in our case abdominal aorta was supplying
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the sequestered lung, Embolization is one of the
treatment options described. High rate of recurrences
have been noted. Surgical resection is also described for

ELS.?

Prenatal diagnosis and management options of
CPAM

David M et al., has discussed in detail about prenatal and
postnatal management of CPAM.'° Routine ultrasound
(US) screening prenatally helps to detect CPAM. Farrugia
MK ez al., showed the findings of resected specimen in
suspected cases of CPAM was concordance in 61.5% of
prenatal ultrasound and 65.4% with post-natal computed
tomography.'! The use of prenatal diagnosis of CPAM 1is
to identify symptomatic neonates after birth. Antenatally,
though magnetic resonance imaging (MRI) helps in
volumetric and morphological evaluation of the foetal
lung, US remains the investigation of choice for screening
of CPAM.

MRI should be considered when US findings
are doubtful. Since CPAM derive its blood supply
from the pulmonary circulation and drains into
pulmonary veins whereas BPS receive its blood

supply from systemic artery, colordoppler US helps
to differentiate between CPAM and BPS. Hydrops
1s one of the indication for prenatal intervention as
it has a good prognosis.

Treatment options described are use of systemic
steroids to mother, surgical procedures like open foetal
surgeryor decompression procedures. In macrocystic
lesions, decompression is preferred either by US guided
single needle thoracocentesis or thoracoamniotic shunt.*?
Open foetal surgery is indicated in microcystic lesions.**
Systemic betamethasone has shown better effects in
large microcystic CPAM.""'” Higby et al found systemic
steroids given for lung maturation had resolution of a

large CPAM.*®

CONCLUSION

Diagnosis of hybrid lesion during pregnancy
is important for counselling, medical or surgical
management and birth planning,
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