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ÖZET
Mediastinal kist gibi davranan ekstrapulmoner sekestrasyonlu iki olgu

Ekstrapulmoner sekestrasyon nadir olarak görülen ve genellikle yaşamın ilk altı ayında ortaya çıkan konjenital anomalidir. Sıklıkla sol akciğer alt lobu ile diyafragma arasında yer alır. Mediastinal yerleşim nadirdir. Biz bu yazımızda rastlantısal olarak tespit ettiğimiz ekstrapulmoner sekestrasyonlu iki erkek çocuk olgumuzu tanımladık. Bu tanı; anterior mediastinal kitleli tüm çocuklarda akılda tutulmalıdır.
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SUMMARY
Extrapulmonary sequestration mimicking mediastinal cyst: Report of two identical cases
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Extrapulmonary sequestration (EPS) is a rare congenital anomaly usually diagnosed during the first six months of life. It is
mostly found between the left lower lobe of the lung and the diaphragm. Mediastinal presentation is extremely rare. We
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describe two identical cases of extrapulmonary sequestration mimicking mediastinal cystic mass in two boys. These emphasize the need to keep this diagnosis in mind when dealing with children presenting with anterior mediastinal mass.
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diastinal mass, Figure 1A. Computerized tomography (CT) confirmed an anterior cystic
mass 6 x 3 cm in size, Figure 1B. The possible
diagnosis was a thymic cyst. However, a median
sternotomy revealed a mass receiving its arterial supplies from the arch of the aorta and the left
pulmonary artery with its venous drainage to the
left superior pulmonary vein. The complete removal of the mass was achieved. Operative findings and the histopathology (sections of the
mass showed lung parenchymal tissue comprising dilated duct-like bronchioles and alveoli)
confirmed the extrapulmonary sequestration.
His postoperative recovery was uneventful.

Pulmonary sequestration is a complex group of
anomalies involving the anomalous connections
of the pulmonary parenchyma and systemic
vasculatures. Classic sequestration may be extralobar or intralobar according to its relationship
to the normal lung parenchyma. Extrapulmonary sequestration is clearly congenital in origin
and usually associated with chest wall deformities, cardiac anomalies etc. The blood supply is
almost always from the thoracic aorta and venous return to the pulmonary veins. The aetiology
of the disease is still unknown.
Extralobar sequestration is usually diagnosed in
the left hemithorax between the left lower lobe
and diaphragm, but subdiaphragmatic, mediastinal, intrapericardial and retroperitoneal locations have also been reported (1,2).

Case 2
A routine preoperative chest X-ray on a 10-years old boy referred for pectus excavatum repair, Figure 2A, revealed a mediastinal shadow
that was confirmed on CT to be a lobulated cystic mass in the anterior mediastinum, Figure 2B.
Left anterior thoracotomy was performed and a
lobulated cystic mass with its arterial supply
from the left main pulmonary artery and its ve-

CASE REPORTS
Case 1
A seven-years-old boy presented with flu-like
symptoms, anterior chest pain and fatigue of
one-week duration. Chest X-ray revealed a me-
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Figure 1. A: The anterior mediastinal mass displacing the mediastinum to the right on frontal chest X-ray of case 1. B: CT appearance of mass in case 1.
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Figure 2. A: Mediastinal mass and pectus excavatum on lateral chest X-ray of case 2. B: CT appearance of mass
in case 2.

estration shows no preference for one or the other side of the thorax, 80% of the EPS occur
predominantly between the lower lobe and the
diaphragm. In addition, subdiaphragmatic, pericardial, mediastinal and retroperitoneal locations have also been reported (1,2). Savic et al.
(2) reported on 133 well-documented cases of
sequestration and only 4% were found in the
mediastinum. Sixty-five percent of the cases
are associated with other congenital abnormalities such as diaphragmatic hernias, pectus excavatum, foregut duplication cysts of mixed
bronchogenic and esophageal type and congenital heart defects (5,6).

nous return into the left superior pulmonary vein was removed. Subsequent histopathology
(sections of the mass showed lung parenchymal
tissue comprising dilated duct-like bronchioles
and alveoli. Focally, they formed cysts of bronchogenic origin filled with a large amount of inspissated mucin) confirmed an EPS. The postoperative recovery was uneventful. The repair of
pectus excavatum was performed three months
after the surgery.
DISCUSSION
Pulmonary sequestration; first described by
Rektorzik in 1861, pulmonary sequestration is
defined as a mass of nonfunctional pulmonary
tissue that lacks a normal communication with
the tracheobronchial tree, is a rare congenital
anomaly comprising 0.15-6.4% of all congenital
pulmonary malformations (2,3). It is characterized by a mass of non-functioning lung tissue
that lacks a tracheobronchial communication
and is supplied by one or more anomalous
systemic arteries from the thoracic or abdominal aorta or its major branches. Although the
intralobar sequestration is diagnosed in 75% of
cases, EPS is diagnosed in only 25% of cases,
in which the abnormal tissue has its own pleura,
arterial supply from the thoracic aorta or rarely
from the pulmonary artery and venous return
into systemic veins (4). Whilst intralobar sequ-
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The EPS is more common in males and almost
two thirds of cases are symptomatic. Symptoms
are usually caused by left to right shunting, anatomic impingements or associated anatomic defects and comprise chronic cough, recurrent
pneumonia, chest pain, respiratory distress and
haemoptysis. One of our cases presented with
flu-like symptoms and anterior chest pain whilst
the other was an incidental finding prior to his
pectus excavatum repair. Interestingly these patients were diagnosed with anterior mediastinal
masses and, due to their site, cystic teratoma,
tymic cyst, cystic adenoid malformation were
considered a likely diagnosis. They are clinically
important lesions and failure to diagnose pulmonary sequestrations can have devastating intra-
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operative consequences. There are reports of several patients who have bled to death when the
feeding vessels were not properly ligated (7).
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Although various investigations are useful in diagnosing this condition, a high index of suspicion remains a crucial element in diagnosis and
based on these two case reports, the need to
include pulmonary sequestration into the list of
differential diagnosis of an anterior mediastinal
cystic mass is once again reiterated.
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