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Pulmonary sequestration, also known as accessory lung, is a
rare congenital anomaly involving a cystic or solid mass of
nonfunctioning lung tissue that is disconnected from the tra-
cheobronchial tree and receives blood supply from an anoma-
lous systemic artery [1,2,4]. Classified as a bronchopulmonary
foregut malformation, its incidence ranges from 0.1% to 6.4%
[1]. There are two main types: Intralobar Sequestration (ILS),
which shares the visceral pleura with the normal lung and
drains into the pulmonary veins, and Extra-Lobar Sequestra-
tion (ELS), which has its own pleura and drains into systemic
veins, forming an accessory lobe known as a "Rokitansky lobe"
[1,2,6]. A variant known as pseudo-pulmonary sequestration,
or Pryce’s type | sequestration, features systemic arterial sup-
ply to the lung but maintains communication with the tracheo-
bronchial tree, distinguishing it from true sequestration [3,4].
To address the complexity of these broncho-vascular anoma-
lies, Sade and colleagues introduced the concept of a "seques-
tration spectrum," while Clements and Warner expanded this
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with the notion of a "pulmonary malinosculation spectrum."
Furthermore, Takahashi and associates proposed terms like
“arterial sequestration” and “broncho-arterial sequestration” to
differentiate between isolated systemic arterialization and clas-
sic sequestered lung tissue [4].

Intralobar sequestration is often asymptomatic and frequently
diagnosed in adulthood, typically during chest CT scans per-
formed for other reasons. When symptomatic, it most com-
monly presents as recurrent pneumonia in the same lung seg-
ment, though patients may also experience exertional shortness
of breath, persistent cough with back pain or hemoptysis. In
most cases, patients with pseudo-sequestration are asymptom-
atic [2,4]. When symptoms are present, they typically include
hemoptysis, exertional shortness of breath, or congestive heart
failure caused by left-to-left shunts. In severe cases, patients
may experience respiratory distress and pulmonary hyperten-
sion.
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Figure: CT scan illustrating a systemic artery (ved arrow) originating from the abdominal aorta at the level of
the diaphragm, prior to the emergence of the celiac trunk. Venous drainage is directed toward a dilated right in-
ferior pulmonary vein (vellow arrow). These findings are consistent with a Pryce type I pulmonary sequestration.
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The diagnosis of this congenital anomaly is typically estab-
lished through CT (Figure) or MR angiography, which defines
the anatomy, detects the anomalous systemic arterial supply,
reveals the venous drainage and rule out other potential tho-
racic pathologies [2,5].

The treatment is surgical, involving lobectomy, basal segmen-
tectomy, or anastomosis of the aberrant artery to the pulmonary
artery. Alternatively, endovascular approaches such as ligation
of the anomalous artery or coil embolization of the systemic
vessel may be used [1,4].
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