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Introduction: Heterotaxy syndrome as the name suggests ( from Greek heteros- different and taxis – arrangement ) is defined as disorganized arrangement of organs and vessels within the abdominal cavity. There is no single pathognomonic anamoly that characterizes this rare entity and its severity depends on the cardiac manifestation. 
Case report: A 46-year old female with history of chronic atrial fibrillation presented to the emergency department with worsening shortness of breath. She reported a 2 year history of shortness of breath that had been progressively getting worse over last month. There was no history of chest pain, palpitation, orthopnea or paroxysmal nocturnal dyspnea. On examination, she was normotensive with a normal resting heart rate with irregularly irregular rhythm. General examination revealed oxygen saturation of 74% on room-air, with cyanotic lips and marked clubbing of the fingers. Cardiovascular exam was positive for a positive jugular venous distension, right parasternal heave, palpable P2 and a holosystolic murmur in the right 4th intercostal space in the mid-clavicular line. Chest X-Ray showed cardiomegaly with apex pointing to the right and stomach bubble to the right. Electrocardiography demonstrated dextrocardia. Laboratory work up suggested polycythemia and thrombocytopenia. Echocardiography confirmed the dextrocardia with severe dilated RA, normal LA, large VSD with bidirectional flow, double outlet RV with severe hypertrophy, severe pulmonary stenosis and aorta to the right of pulmonary artery.CT scan of the abdomen showed left sided liver with right sided polysplenia, IVC on the left side of aorta and malrotation of the gut. Cardiac magnetic resonance(CMR)imaging confirmed the findings. 
Discussion: Heterotaxy syndrome includes a wide range of extracardiac manifestations including urinary system, gastrointestinal and hepato-biliary systems. Given the diverse findings in each case, radiological evaluation is an essential tool in the approach of the management of the patient. 

