CASE REPORT
ENAIAPEPOYXA MEPIMTQXH

Scimitar syndrome in an adult presenting

with effort-induced dyspnea
A missed diagnosis

Scimitar syndrome is a rare congenital constellation of cardio-pulmonary
anomalies, classically described as an association of partial anomalous pulmo-
nary venous return, hypoplasia of the right lung and cardiac dextroposition.
The case is described of a patient with the adult form of the syndrome, with
partial anomalous pulmonary venous return to the inferior vena cava and a
hypoplastic right lung that had evaded diagnosis for years and was eventually

successfully treated surgically.

Scimitar syndrome is a rare congenital constellation of
cardio-pulmonary anomalies, classically described as an
association of partial anomalous pulmonary venous return
(PAPVR), hypoplasia of the right lung and cardiac dextropo-
sition.”? Its name stems from the characteristic chest X-ray
finding of a crescent-like shadow in the right lower lung field,
produced by the anomalous venous channel that resembles
a curved Turkish sword or scimitar.>? Scimitar syndrome is
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classically divided into infant and adult forms.** The case
is presented here of a patient with the adult form of the
syndrome, with PAPVR to the inferior vena cava (IVC) and
a hypoplastic right lung, which was corrected surgically.

CASE REPORT

The 56-year-old male presented here was suffering from
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long-standing effort-induced dyspnea that had deteriorated
during the previous 6 months, designated New York Heart
Association (NYHA) grade Ill. His medical history included
diabetes mellitus, dyslipidemia, and arterial hypertension.
Previous cardiac and pulmonary evaluation, including trans-
thoracic echocardiography (TTE), functional tests, and coro-
nary angiography (CANG) had failed to establish a cause for
his symptoms. Because of his persistent symptomatology,
chest X-ray and computed tomography (CT) of the thorax
were performed. The chest X-ray was pathognomonic for
scimitar syndrome (fig. 1). The CT showed mild right lung
hypoplasia, mild cardiac dextroposition, a dilated right
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Figure 1. Scimitar syndrome in a 56-year-old male: Chest X-ray showing
the anomalous draining vein as a tubular structure paralleling the right
heart border in the shape of a scimitar (Turkish sword) (white arrow).
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pulmonary vein (PV) draining into the IVC, dilated right
cardiac cavities and dilated main pulmonary artery (MPA)
and branches, suggesting pulmonary hypertension (PHT)
(figures 2a, 2b).

At that stage the patient came to our center, self-referred,
for evaluation. The 6-minute walking test was stopped
prematurely after approximately 20 meters because of
severe dyspnea. The electrocardiogram (ECG) showed
sinus rhythm with incomplete right bundle branch block.
The TTE and transesophageal echocardiography showed
normal dimensions and function of the left ventricle, with
mild hypertrophy, mild dilation of the left atrium (LA), with
prolapse of the posterior leaflet of the mitral valve and
mild eccentric regurgitation (MR). The other valves were
structurally normal. There was moderate dilation of the right
chambers, and the MPA and its branches were also dilated.
No atrial septal defect (ASD) of any type or patent foramen
ovale was present. The left PVs were draining normally into
the LA but the right PVs could not be demonstrated. The
LA appendage was free of thrombi. The ascending and de-
scending aorta were normal, without atherosclerosis. Mild
to moderate PHT was suggested by Doppler ultrasound.
Echocardiographic findings excluded the presence of ad-
ditional endocardial defects and confirmed the scimitar
vein as the cause of right heart volume overload.

The patient’s clinical status (NYHA 1lI-1V) and his poor
quality of life led the heart team to recommend surgical
intervention. The pre-operative CANG and right heart cath-
eterization showed normal epicardial coronaries and mild
PHT.The patient underwent a successful open-heart surgery
with creation of an ASD and pericardial baffle directing flow
from the anomalous ectopic PV to the newly created ASD
(figures 3a, 3b). After an uncomplicated hospitalization,

Figure 2. Scimitar syndrome in a 56-year-old male: (a) Coronal reformatted maximum intensity projection (MIP) image demonstrating the anoma-
lous scimitar vein draining the hypoplastic right lung into the inferior vena cava (white arrow). (b) Volume rendering (VR) reconstructed computed
tomography (CT) image showing the previously mentioned anomalous venous drainage (scimitar vein).
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Figure 3. Scimitar syndrome in a 56-year-old male: (a) Volume rendering (VR) reformatted computed tomographic (CT) image showing the anoma-
lous pulmonary vein (white arrow) and the baffle (black arrow). (b) Multiplanar reconstruction (MPR) CT image showing the anomalous pulmonary
vein (white arrow) and the baffle (black arrow). LA: Left atrium, LV: Left ventricle.

the patient recovered fully, and at 6-week follow-up he
was classified NYHA |, and he was on a low dose of diuretic.
The TTE showed less dilation of the right cavities, and only
mild mitral and tricuspid regurgitation.

DISCUSSION

APVR disorders are a group of rare congenital heart
diseases caused by the abnormal drainage of a part of,
or the entire right lung to the IVC, the RA or a variety of
venous connections from the anomalous PV to a systemic
vein; the estimated incidence is 2/100,000 births.5” Scimitar
syndrome is characterized by anomalous venous drainage
of part or the entire right lung to the IVC, variable right lung
hypoplasia, and variable systemic blood supply to part of the
right lung.® Scimitar syndrome shows a bimodal presenta-
tion, with either an infantile or a pediatric/adult form.® In
its infant form, it is diagnosed in the first two months after
birth, causing symptoms of failure to thrive, tachypnea,
heart failure, and cyanosis, and carries a mortality of ap-
proximately 45%. Patients with the pediatric/adult form
usually have milder symptoms, depending on the degree
of lung hypoplasia, or are asymptomatic.5”

The diagnosis can be made by the pathognomonic
scimitar sign on chest X-ray, which is present in about 70%
of the patients.* CT and magnetic resonance imaging are of
great value in delineating the anatomy of the anomalous
drainage and assessment of concomitant congenital defects
of the bronchovascular tree, lung and thoracic spine.5”

Surgical repair is almost always required for the infantile
form, while in the adult form it needs to be considered only
in the case of recurrent right lung infections, significant
left-to-right shunting, PHT, and cardiac symptoms.®4° The
main aim of the surgical procedures, which consist of re-
direction of the anomalous pulmonary venous drainage
into the LA, is to avoid sequelae of chronic heart overload.
Because of the significant risk of post-operative scimitar
drainage stenosis/occlusion, surgery should be tailored
according to a comprehensive hemodynamic evaluation
and to the patient’s age.®

To our knowledge, this is the first case of scimitar syn-
drome ever reported in Cyprus to be was successfully
treated surgically. Adult cardiologists encounter scimitar
syndrome only rarely in their careers and this case report
demonstrates that the diagnosis can easily be missed.
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MEPIAHYH

JUvSpopo «ylatayaviou» g eviiAika pue duomnvola mpoomadeiag. Mia StahdBovoa Sidyvwon

I MIXAY," M. MANTZIAPA->XKATIOYAAH,? . HPOAOTOY,* A.E. MHTXEAOZX,*
X. XPIZTOY,* M. XOTHPIOY,* . MAYPOMMATHX"

atpikn ZxoAn, MNavemoTtrjuio Nevkwoiag, Nevkwoia, 2Turjua AKtivodoyiag, lepuaviké OykoAoyikd Kévipo,
] 7 ZxoAn, I juto N\ iag, [a, 2Tunua A Aoyiag, I 5 OyKkoA 5 K€

NeUeTOG, *Turjua latpikrg, ZxoAn Emotnuwy Yyeiag, EOviKS kat Kammodiotpiakd Mavemotruio ABnvwy, ABriva,

*Tunua AktivoAdoyiag, Auepikaviko latpikd Kévtpo, Aevkwaola, *Turjua Kapdioloyiag, Auepikaviko latpiko Kévtpo,

Nevkwoia,  Tunua KapdioBwpakikri¢ Xeipoupyikric, AUEPIKaVIKO latpiké Kévipo, Aeukwaoia, KUmmpog, ’Kévtpo

KapdioAoyikric Mépiuvag, lNagog, Kimpog

Apxeia EAAnviknG latpikric 2021, 38(1):95-98

To cuvdpouo «ylatayaviou» (scimitar) eival €va oTmdvio GUYYEVEG CUVEPOUO KAPSIO-TIVEUOVIKWY AVWUOAIWY Kal KAQ-
OlKA XapaKTnEIiCeTal Ao PEPIKN AVWHOAN CUVSEEON TIVEUUOVIKWV PAEPR WYV, uTToTTAaCia Tou S€€loV TveLpova Kat Se€lo-
kapdia. MNeplypd@etal eVANIKAG ACOEVHG PE HEPIKF AVWUOAAN CUVOECN TIVEUUOVIKWV GAEBWV OTNV KATW KOIAN GAERa
Kal UTTOTIAAOTIKO S€&16 VeV IOVA TTOU SIEAABE S1dyvwong yld £€Tn Kal, TEAIKA, QVTIMETWTTIOTNKE ETTITUXWGE XEIPOUPYIKA.

Né&erg evupeTnpiou: AkTivoypagia, AlaBwpakikd urtepnyxokapdioypdgnua, Aloicopdyelo uTTEpnxokapdloypdgnua, Zuvdpopo scimitar,

YTOAOYIOTIKH] TOpoypagia
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