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Image Case

Figure 1 a Chest radiograph with Scimitar or "Turkish sword"
sign, b-d. CT thorax images showing diaphragmatic hernia
(marked as X in b) and the anomalous vascular connections
(Rt PV= right pulmonary veins, IVC = inferior vena cava, SVC
= superior vena cava).

A 3 year-old girl with recurrent chest infections had chest
radiograph (Figure 1a) showing the typical “Turkish sword”
sign which could be found in 70% in the childhood-adult group
of Scimitar syndrome, a rare form of partial anormalous
pulmonary venous drainage (PAPVD) associated with
hypoplastic lung [1]. The anomalous pulmonary veins drain
into the systemic venous system such as inferior vena cava,
right atrium, hepatic or portal vein [1].

The reconstructed Computerized Tomography (CT) images
of thorax in this patient demonstrated a few unusual features
of the rare condition:

1) Anomalous right pulmonary veins joined the inferior vena
cava (IVC) was interrupted after coursing through the liver
(Figure 1b).

2) Azyos and hemiazygos veins were dilated (Figure 1d).

3) The hepatic vein drained directly to right atrium (Figure
1c).

Similar to two reported cases [2,3], the IVC was interrupted
and the dilated azygos and hemiazygos veins received venous
blood from the anomalous scimitar vein and all infra-
diaphragmatic systemic return except the hepatic vein which
was draining to the right atrium separately. Scimitar syndrome
is also classified as “combined pulmonary and vascular lesions”
in the group of congenital pulmonary malformations [4]. This
patient had hypoplasia of the right lung, right middle lobe and
lower lobe bronchi, and a small diaphragmatic hernia involving
part of the liver (marked with X in Figure 1b). Scimitar
syndrome with various complex vascular connections and
pulmonary malformations are described in literature, however,
the embryological development of the congenital
abnormalities is still not well defined.
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