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Wstęp

 Heterotaxy syndrom is a rare congenital defect. The true incidence is not known, but some sources have estimated it to be around 2,5:100 000 live births. Heterotaxy stem from greek word heteros – different  and taxis – position. It is is a disturbance in the usual left and right distribution of the thoracic and abdominal organs which does not entirely correspond to the complete or partial mirror image. Left isomerism known as polysplenia syndrome, charcterized by: multiple splenules without a parent spleen, azygos or hemiazygos continuation of the inferior vena cava, bilateral hyparterial bronchi, bilateral bilobed lungs, bilateral pulmonary/left atria , midline/transverse liver, intestinal malrotation. 

 Right isomerism; known as asplenia syndrome, characterized bysevere cyanotic congenital heat diseases: absence of spleen, bilateral ep
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 HYPERLINK "http://radiopaedia.org/articles/missing?article%5Btitle%5D=missing"  bronchi , bilateral trilobed lungs, bilateral right atria, midline/transverse liver, intestinal malrotation.
Case presentation:
28 years old patient with heterotaxy syndrome, dextrocardia, transposition of great artery, single double-inlet left ventricle (rigt ventricle hypoplasia), pulmonary stenosis, right-side superior vena cava.  At the age of 2 years he was operated – Fontan procedure on the left side, bidirectional Glen anastomosis on the righ side and intacardiac tunel were performed. At the age of 18 years cardiac cathetherisation showed:inferior vena cava  stenosis at the entry to atrial  tunel  with preasure gradient 8 mmHg. Additional hepatitis type B, history of deep vein thrombosis and mutation of factor V Leiden type were diagnosed. The patient was classify for surgery but he did not agry for it.  He did not complain any symptoms. He was very active.   He is a doctor of philosophical sciences, he was on a scholarship in Belgium. He nad been hospitalized in Leuven Hospital beacuse loss of consciousness. Computed tomography  showed stenosis between tunel and vena cava inferior. He was admited to our centre on 2011. He was in general good conditio, with good exercise tolerance, with cyanosis, mild liver enlargement, clinicaly stable since 2000. Labolatory tests showed polyglobulia, high INR. Abdominal ultrasoud showed: situs inversus, irregular liver contour, mixed echogenicity and abnormal vascularity and invisible splenic tissue.  Holter monitoring reveld multiple additional venticular and subventricular beats.Spiroergometric test showed good exercise tolerance with peak oxygen consumption 26 ml/kg/min. Lung ventilation/perfusion scanning showed markedly decresased perfusion in the right lung, symetric ventilation of both lungs, large segmental perfusion defect in the apex of the right lung, without ventilation abnormalities in this area and two small subsegmental perfusion defects in the apex of the left lung without ventilation abnormalities. Cardiac CT showed calcification in the inferior vena cava-pulmonary artery connection and no contrast in the vena cava and the connection. Patient is treated with beatblocer and warfin. He is clinicaly stable and still observed. He was in good conditio. Holter monitoring showed reduction of arrythmia.
Discussion:
Asyptomatic patient with tunel blockage and with veins collaterals had no indication for surgical reintervention. He is clinically stable. 
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