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ABSTRACT 

A 74-year-old female with a recent diagnosis of hypertension (HTN), Presented with shortness of breathe and cough for 3 days. After 

a series of investigations, the patient was proved to be a case of atypical pattern of Scimitar Syndrome. Scimitar Syndrome itself is a 

rare syndrome, especially in 74 years who has only recurrent chest infections. The findings of multiple cystic lesions which has no 

clear association but it can influence other physicians who encountered the same cases with coincidence findings of multiple cystic 

lesions, to report the case and to know if there is a co-relation between Scimitar Syndrome and other similar conditions findings.  
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1. INTRODUCTION 

Scimitar syndrome is an unusual congenital condition with diverse presentations. Adult patients usually present with recurrent chest 

infection and sometimes with exertional dyspnea. Hemoptysis and hypertension of the pulmonary artery are rare characteristics of 

adult's scimitar syndrome (Gupta et al., 2009). The most frequent features in this syndrome is the incomplete or complete 

anomalous pulmonary venous return from the right lung alongside with pulmonary hypoplasia (Abdul Aziz et al., 2018). Other 

characteristics include; irregular systemic blood supply to the ipsilateral lung and Dextraposition of the heart (Diaz-Frias and Widrich, 

2020). 

 

2. CASE REPORT 

A 74-year-old female with a recent diagnosis of hypertension (HTN), Presented with shortness of breathe and cough for 3 days. The 

patient had symptoms of common cold, productive cough of yellowish sputum, SOB NYHA class III and decreased oral intake. She 

denied any history of fever, hemoptysis, chest pain or GI symptoms including vomiting and diarrhea. Except for the recent HTN 

diagnosis and recurrent history of chest infections, the patient was healthy with no history of chronic SOB and she can perform her 

activities of daily living (ADLs) fully (eating, bathing, getting dressed, toileting, transferring, and continence). Her pulse was 87 

beats/min regular, blood pressure 161/88 mmHg, Temperature 36.4°C, Respiratory ratio 38 breaths/min with 95% oxygen capacity 

on the room. On examination, she looked ill, conscious, oriented and no cyanosis. Shifted Trachea and displaced Apex Beat to the 

right, Decrease Chest Expansion & Air entry on the right side, with bilateral basal crackles in the right side more than the left side. 

The rest of the systemic examination was unremarkable.  Ordinary Blood examinations were every day. Chest X-Ray showed shifting 

of trachea & heart to the right side (extraposition) with large vessel noted at right lung base, elevated right hemidiaphragm and 

right pleural effusion (Figure1). 

A contrast CT Chest showed Hypoplastic right lung (Figure 2A) and large anomalous right pulmonary vein reaching to the 

surface of the diaphragm (Figure 2B), small veins arising from the right lower lobe and draining into the azygos vein were noted as 

well (Figure 2C). Shifted mediastinum to the right, Prominent ascending aorta (Figure 3A), dilated right atrium and Smaller right 

pulmonary artery comparing to the left (Figure 4). Based on these findings, the diagnosis of Scimitar Syndrome was confirmed. US, 

CT Head, Abdomen and pelvis showed additional finding of left mandibular, bilateral thyroid, liver and left adnexal cysts (Figure 5).  

Thyroid Function Tests were ordinary. On transthoracic Echocardiogram, there was dilated both atria, dilated Pulmonary artery with 

moderate pulmonary hypertension and mild tricuspid regurgitation with the dilated root of the aorta. 

During admission, the patient developed atrial fibrillation and was started on amiodarone, but no response so she was started on 

B-blocker and anticoagulation for Atrial fibrillation, she was treated with antibiotics for the lower respiratory tract infection, after 

which she improved. The patient was discharged and scheduled for follow up. 

 

 

 

Figure 1 Chest X-Ray showing Central trachea, the heart (blue outline) is shifted to the right, and the anomalous pulmonary venous 

return (red) has a shape reminiscent of a Scimitar. 
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Figure 2A CT Chest with contrast showing Hypo plastic right lung. 

 

 

Figure 2B Scimitar vein (Green arrows) right pulmonary vine anomalous reaching to the surface of the diaphragm 

 

 

Figure 2C Vines arising from the right lower lobe (Blue line) darning into the azygos (Red line). 
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Figure 3 CT Chest showing right mediastinal shift with prominent ascending aorta measuring 36 mm. 

 

 

Figure 4 CT chest showing (A) dilated right atrium measuring 37 mm (B) Left pulmonary artery measuring 33 mm and smaller right 

pulmonary of 18 mm. 

 

3. DISCUSSION 

Scimitar Syndrome is one of the rarest congenital cardiopulmonary anomalies. It has an incidence of 1-3 in every 100,000 newborns 

(Midyat et al., 2010). It was described in the early 18’s by George Cooper during an autopsy of an infant who passed due to heart 

failure. Usually, at an early age, it might be asymptomatic, or the patient might present with tachypnea, signs of heart failure, or 

signs of increased pulmonary hypertension. On the other hand, it is rarely to be seen in an adult, but if it happens it could be 

asymptomatic or recurrent presentation with lower respiratory infections, hemoptysis (Reddy et al., 2002) or simply as exertional 

SOB. 

Scimitar Syndrome has classical anatomical findings which include pulmonary vein malformation - which drains into the superior 

vena cave rather than draining into the right atrium-, right lung hypoplasia, extraposition of the heart. Also, it could be associated 
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with lung sequestration; lung tissue that has no connection to pulmonary circulation (Parappil et al., 2015). Scimitar sign is the 

radiological picture of the abnormal vein that runs at the right edge of the heart, its name came from the Turkish sword (Neill et al., 

1960). Patients with Scimitar syndrome might develop pulmonary hypertension. Also, they might develop Scimitar vein stenosis with 

an incidence of 10-20%. 

 

 

Figure 5(A) CT Head, left mandibular cyst measuring 2.5 cm. 

 

 

Figure 5(B) Thyroid US, bilateral cystic and solid nodules. 

 

The indications of Scimitar syndrome surgical correction are not clear, but it includes the scimitar Syndrome with ASD, 

Pulmonary hypertension and stenosis of the anomalous vein (Kahrom and Kahrom, 2009). Correction of scimitar syndrome usually 

takes place in childhood for symptomatic patients. Although, data regarding the management approaches during adulthood are not 

fully described or presented. A Case-report mentioned successful occlusion of the aortopulmonary supply via a transcatheter 

approach (JadKebbe et al., 2016). Surgical approaches for Scimitar syndrome include reimplantation of the scimitar vein into 

the right atrium with the creation of a baffle through an ASD, direct anastomosis of the divided scimitar vein to the left atrium and 

many others (Darren et al., 2015). Also, an approach in patients with scimitar syndrome and ASD was by anastomosis between the 

scimitar vein and right atrium to the left atrium through the ASD (Kirklin et al., 1956). 

 

https://www.sciencedirect.com/topics/medicine-and-dentistry/replantation
https://www.sciencedirect.com/topics/medicine-and-dentistry/right-atrium
https://www.sciencedirect.com/topics/medicine-and-dentistry/atrial-septal-defect
https://www.sciencedirect.com/topics/medicine-and-dentistry/surgical-anastomosis
https://www.sciencedirect.com/topics/medicine-and-dentistry/left-atrium
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Figure 5(C) CT Abdomen, multipale hepatic simple cysts, largest in segment two measuring approximately 5.5 x 3.6 cm with thin 

septation 

 

 

Figure 5(D) CT Pelvic, left uniocular adnexal cyst measuring 5.6 x 4.2 cm with no solid component, fat or calcification. 

 

However, we presented the case for two main reasons; 1. Scimitar Syndrome itself is a rare syndrome, especially in 74 years who 

has only recurrent chest infections. 2. The findings of multiple cystic lesions which has no clear association but it can influence other 

physicians who encountered the same cases with coincidence findings of multiple cystic lesions, to report the case and to know if 

there is a co-relation between Scimitar Syndrome and these findings. 

 

4. CONCLUSION 

The findings of multiple cystic lesions which has no clear association but it can influence other physicians who encountered the 

same cases with coincidence findings of multiple cystic lesions, to report the case and to know if there is a co-relation between 

Scimitar Syndrome and other similar conditions findings.  
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