A Rare Case of Scimitar Syndrome in an Asymptomatic Adult


Background: 
Anomalous pulmonary venous drainage is rare and causes right ventricular (RV) volume overload with similar physiological effects to atrial septal defects (ASD). Scimitar syndrome involves anomalous drainage of the right pulmonary veins into the inferior vena cava (IVC). We present a case of an asymptomatic patient identified with scimitar syndrome

Case Presentation: 
A 49-year-old man with no comorbidities presented to primary care with musculoskeletal chest pain without any heart failure symptoms. Clinical examination was normal aside from a blood pressure of 170/100. 
A chest x-ray showed an isolated enlarged right heart border. Subsequent transthoracic echocardiogram (TTE) confirmed a dilated RV (basal diameter 6.9cm) and dilated right atria (RA). The RV systolic pressure of 55mmHg and right sided pulmonary veins draining into the IVC. 

Cardiac magnetic resonance imaging (MRI) confirmed scimitar syndrome with left-to-right shunt and pulmonary: systemic perfusion ratio (QP: QS) of 2:1. 

A right heart catheter study suggested increased right sided volumes but normal pulmonary pressures. 

His case was discussed with the cardiothoracic surgical team, and he was waitlisted for surgical repair 

Discussion: 
Congenital heart disease such as anomalous pulmonary venous drainage or ASD can often cause isolated right heart disease and diagnosis may be found on imaging alone. These patients more often present in childhood than adulthood and this bears a worse prognosis. Septal defects often coexist with scimitar syndrome. Even in the absence of symptoms surgical repair is indicated with a haemodynamically significant shunt and therefore a lack of symptoms should not deter from further investigations. 








