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ABSTRACT:

Scimitar syndrome is a rare congenital anomaly. This syndrome is characterized by partial or complete anomalous pulmonary

venous drainage of the right lung to the inferior vena cava. There is a characteristic abnormal radiographic shadow which

descends along the right cardiac border (scimitar sign).
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INTRODUCTION:

The term scimitar syndrome derives from the shodow
created by the onomalous vein on the chest rodiogroph.
This shod ow extends from the lateral superior position
of the right lung to amore medial location and increoses
in calibre os it descends toward the cardio-phrenic
ongle. The oappearonce closely resembles thot of «
curved Turkish sword or scimitar. This rore cnomaly
hos on incidence of approximately 1 to 3 per 100 000 live
births;3 the true incidence may be higher because mony
potients are osymptomotic. Functionally, scimitor
syndrome resembles on ASD. The left lung is very rarely

involved for unknown reosons.
CASEPRESENTATION:

A35yeor old male potient presented with grodual onset
shortness of breath on exertion for 3 months. The
potient denied ony history of chest pain, wheeze ,
fatigue. Also no history of tuberculosis, smoking ,
exposure to chemicals ,orgonic dust wos present.

On clinical examination , patient wos ofebrile ond
comfortoble in resting stote. Blood pressure wos within
normal limit -120/70.

Plain radiograph

Upon toking a PA view of chest, right sided lung
oppeared small compared to left with ipsiloteral

mediostinal shift. A rodiopaque tubular structure
poralleling olong the right heart border wos seen
(scimitar vein). A diognosis of scimitor syndorome wos
mode ond futher imoging with contrast enhonced
computed tomogrophy of chest done.

Contrast enhanced computed tomography of chest

The controst-enhonced CT of chest confirmed the
onomalous venous return from the hypo-plostic right
lung by amain scimitar vein into inferior venacovajust
obove the diophragm.

Other associated obnormalities demonstroted on CECT
examination of our patient were:

o) Hypoplastic right main pulmonary ortery
meosured 16mm
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b) Systemic arterial supplyn of right lung bose by
small bronch from abd ominal corto

¢) Cardio-thoracic ratio wos less than 50% , left main
pulmonary ortery ond IVC were normal. Both Iungs
were normal in attenuation.

An echo-cardiogrohic examination wos normal.

DISCUSSION:

Hypogenetic lung syndrome, also known os congenital
venolobar syndrome or scimitar syndrome (SS), is
primarily o complex developmental lung obnormality
with onomalous venous return. The most common
feotures are lung hypoplosioy cnomalous pulmonary
venous return to IVC, pulmonary artery hypoplosio,
bronchial onomalies ond systemic arterial supply to
hypoplostic lung. It almost always occurs on the right
side, slightly more common in women (1.4:1); but there
ore rore coses reported on the left side ond very rarely

bilateral. The pulmonary artery hypoplosiadetermines
the degree of systemic arterial supply to hypoplostic
lung. In most patients, pulmonary artery hypoplosiais
mild. However, it may be very significont or even
obsent.In our reported cose, the right pulmonory artery
wos hypoplostic ond there wos systemic supply to right
lung base by asmall bronche from abd ominal corta.

The other most constont component of this syndrome is
on onomalous pulmonoary vein or veins draining at least
a port or the entire offected lung most commonly to
inferior vena cava just above or below the diaphrogm.
Uncommonly, the anomolous vein may Orain into
hepatic, portal, azygos veins; coronary sinus; or right
otrium. This results in extrorcardioc left-to-right shunt,
which is usuadlly mild in most patients ond determines
the clinical presentation ond symptomatology.

Scimitar sign ond scimitor syndrome are not
synonymous. An isolated partial onomalous
pulmonory venous return may be present with scimitor
sign. Rarely, acscimitar vein courses down towards the
medial costo-phrenic angle to drain into IVC and left
otrium ond is colled scimitor voriont. A wondering or
meondering pulmonary vein resembling a scimitar on
frontal chest X rays is reported to drain into left ofrium
without ony connection to IVC. This is called by some
outhors os pseudo-scimitor syndrome ond may be
ossociated with lung hypoplosia ond systemic orteriol
supply

Three forms of scimitar syndrome have been described
in the literature: (o) infontile, (b) cd olescent ond (c) cd ult

o) Patients presenting in infoncy have more severe
symptoms, higher incidence of pulmonory
hypertension ond heart foilure. Mojority of them
have cordioc onomalies, most commonly ASD ond
VSD; ond the left-to-right shunt resulting from
scimitar vein is considerobly lorge. An obstructed
scimitor vein ond systemic supply to hypo-plostic
lung further contribute to severity of pulmonary
hypertension. The pulmonary over-circulation con
prevent the normal postnatal regression of
pulmonory ortery muscularity, resulting in
persistent pulmonary hypertension of newborn.
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b) Inthe adolescent type, the clinical symptomatology
mainly depends on the degree of lung hypoplosia
ond presents commonly with wheeze, shortness of
breath, fatigue ond failure to thrive, like in our cose.

c¢) In odults, the scimitor syndrome is diagnosed
incidentally on chest radiographs obtoined for
other reosons, as most are osymptomatic. They
typically have no ossocioted cardiac cnomalies, ond
left-to-right shuntis insignificont.

CONCLUSION:

Scimitar syndrome is o rore complex congenitol
obnormality of the chest, frequently diognosed on chest
rodiographs by presence of the scimitar vein.

Rarely, ameondering pulmonory vein, scimitor vorionts
ond pseudo-scimitor syndrome ore eosily mistoken for
scimitar syndrome on chest X rays. Therefore, these
individuals must be further evaluoted with MSCT or
MR ongiogrophy. Multislice CT with multiplonar ond
three-dimensional imoage reconstruction not only
elegontly demonstrates the onatomy of various voscular
onomolies but also gives adetailed account of common
ond rore known ossociations.
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