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Abstract

Background: Bronchopulmonary sequestration, sometimes referred to simply as pulmonary sequestration, is a rare congenital
abnormality of the lower airways. It consists of a non-functioning mass of lung tissue that lacks normal communication with the
tracheobronchial tree and receives its arterial blood supply from the systemic circulation [1]. BPS can present in several ways, Intra
lobar sequestrations (ILS) which are located within a normal lobe and lack their own visceral pleura. Most ILS occur in the lower
lobes, but they can occur anywhere within the thorax [2]. Approximately 60 percent are located in the posterior basal segment of the
left lower lobe [3]. Extra lobar sequestrations (ELS) are located outside the normal lung, and have their own visceral pleura, with a
pedicle that contains the vascular connections. They vary in size, but usually are relatively small compared with the normal lobes.

The vast majority is in the left hemi thorax, and the most common location is between the left lower lobe and hemi diaphragm [4].

Case Presentation: A 33-year-old Egyptian lady presented with recurrent lower respiratory tract infections for which she received
repeated courses of antibiotics with good response. However, she had suffered socioeconomically from these attacks for a long time.
Her clinical picture and radiological findings were suggestive of left-sided intra lobar pulmonary sequestration. Therefore, she was

referred to the thoracic surgeon for excision and the diagnosis of bronchopulmonary sequestration was confirmed.

Conclusion: Pulmonary sequestration is a rare congenital pulmonary disorder defined as an area of dysplastic and non-functioning
pulmonary tissue with an anomalous systemic blood supply [5]. It has been classically described in two forms, intra lobar sequestra-
tions located within the visceral pleura and surrounded by normal lung, and extra lobar sequestrations which have a separate pleural
covering [6].
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Introduction

Pulmonary sequestration is a rare congenital malformation characterized by a mass of non-functioning lung tissue separated from the
normal bronchopulmonary tree and vascularized by an aberrant systemic artery [7,8]. It represents between 0.15 and 6.45% of all pul-
monary malformations. No chromosomal abnormality could be identified in any of the patients presenting with such a malformation [9].
Two types of pulmonary sequestration are recognized, depending on whether or not the malformation possesses its own pleural covering.
Intra lobar sequestration is an abnormal region within the normal pulmonary parenchyma without its own pleural covering. Extra lobar
sequestration corresponds to a true accessory lung, with its own pleural envelope [1,9-11]. There are numerous differences between
these two types. Intra lobar sequestrations are not associated with other cardio-pulmonary anomalies, but extra lobar sequestrations may
be found in association with cardiac, or more frequently, diaphragmatic anomalies in 50% of cases [12,13]. The fact that intra lobar and

extra lobar sequestrations can be found simultaneously suggests that the two forms might share a common embryo pathogenic basis [14].
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Clinically, the malformation remains generally silent as long as there is no secondary infection or communication with the bronchial
tree or gastrointestinal tract. The diagnostic investigation of choice remains aortography, but it has to be demonstrated whether digital
subtraction angiography or MRI angiography will prove more efficient and less invasive [15,16]. Pulmonary angiography and bronchog-
raphy can help with the diagnosis, but are seldom diagnostic by themselves [17-19]. The mainstay of treatment has always been surgical

excision [20].

Case Presentation

This 33-year-old woman presented to our outpatient clinic in June 2018 with cough, greenish sputum and fever. Also, she reported
frequent episodes of chest infections which adequately responded to antibiotics. Other system review showed no alarming symptoms.
Her examination was unremarkable apart from infra scapular left-sided crepitations while the CXR showed left-sided mass like lesion
extending through the middle and lower lung zones. A chest CT scan with contrast revealed a left well defined lower pole lobulated mass
measuring 9X6.8 cm with multiple cystic areas of low attenuation and heterogeneous enhancement while it takes its arterial blood supply
from a branch of the descending aorta and gives its venous drainage to the left pulmonary vein, a picture is highly suggestive of intrapul-

monary sequestration. After that, the diagnosis was confirmed after surgical excision.

Figure 1: Coronal section for the patient showing the left-sided mass like lesion.

Figure 2: CT chest showing the bronchopulmonary sequestration in the left lower lobe.
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Figure 3: The parenchymal window showing the sequestration.

Discussion

Pulmonary sequestration arises from an abnormal pulmonary development along with pathological vascularization [21]. There are
two types of sequestration recognized. Intra lobar pulmonary sequestration is usually contained within the visceral pleura of a pulmonary
lobe and its vasculature drains into the pulmonary venous system. Extra lobar pulmonary sequestration is usually within a pleural sheath

of its own and the venous drainage is to the azygos or hemiazygos system [22].

In spite of its rarity, pulmonary sequestration should be considered in presence of certain features on a chest X-ray, prompting further
investigations in order to avoid encountering an unexpected pathology during surgery. Diagnosis is best confirmed by CT-scan and retro-
grade aortography. Except for exceptional inoperable cases, intra lobar asymptomatic forms should be excised prophylactically, because
of infection hazard [21].
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Conclusion

Pulmonary sequestration is a congenital lesion in which a systemic artery supplies a cystic portion of the lung in which its bronchus

usually does not communicate with the remainder of the bronchial tree [22]. Given the probability of developing infectious complications,

the sequestered tissue should be excised. Excision of the sequestered lung tissue is a safe procedure with a low complication rate. Thora-

coscopy seems now to find its place in the surgery of this disease [21].
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