[image: image1.png]REGIONAL The John Paul IT Hospital EUROPEAN UNION
PROGRAMME Matopolska + PSR e EUROPOAN REGIONAL
NATIONALCOHESION STRATEGY REGION Somspuapzlodon i DEVELOPMENT FUND

gl brskon gl














Article*
"Development of the European Network in Orphan Cardiovascular Diseases"
„Rozszerzenie Europejskiej Sieci Współpracy ds Sierocych Chorób Kardiologicznych”

Title:  Late complications in adult with dTGA after Sennin procedure
RCD code: Class IV
Author: Lidia Tomkiewicz-Pajak

Affiliation: Department of Cardiac and Vascular Diseases, John Paul II Hospital, Krakow, Poland.
Date: 22.04. 2015
* The article should be written in English]
Background,  
 Transposition of the great vessels is a congenital cyanotic heart defect.   The hallmark of transposition of the great arteries is ventriculoarterial discordance, in which the aorta arises from the morphologic right ventricle and the pulmonary artery arises from the morphologic left ventricle. About 25 percent of children with transposition will also have a ventricular septal defect (VSD). In the Senning repair, a baffle is created within the atria that redirects the deoxygenated caval blood to the mitral valve and the oxygenated pulmonary venous blood to the tricuspid valve. The anatomic left ventricle continues to act as the pulmonary pump and the anatomic right ventricle acts as the systemic pump.

Case presentation, A 30-year-old women with  Transposition of great arteries and ventricular septal defect. At the age of 6 mounths surgical correction modo Senning was performed which included ventricular septal defect closur. The patient had not been systematically carried by the cardiologist.  Since 2009 the patient has manifested symptoms of heart failure. Cardiopulmonary exercise test show very poor exercise tolerance with peak oxygen consumption 14 ml/kg/min. Because of symptomps of sick sinus syndrome cardiostymulator DDD was implanted.  On admission the patient's general condition was good. Physical examination revealed no enlargement of the liver no odema, systolic murmur under pulmonary valve 3/6. . Laboratory studies have found:  E – 4900000, Hg- 14 g/dl, Ht- 38%, PLT- 170 000, INR- 0,89, ASPAT- 30 U/L, ALAT- 33 U/L, Protein – 76,8 g/L, pBNP – 299 pg/ml
 Holter monitoring revealed pacemaker rhythm with single ventricular and supraventricular extrasystoies. Chest X-ray showed normal heart size. Echocardiography showed: impaired function of systemic (anathomical rigt) ventricle, major systemic atrio-ventricular valve regurgitation, subvalvlar stenosis of pulmonary valve with systolic gradient 96mmHG and small residual ventricular septal defect with small left to right shunt. MR showed impaired function of right ventricle 35%.    
Discussion,  According to ESC Guidelines the indications for intervention after repair of Fallot’s syndrome include:

1. Valve repair or replacement should be performed in patients with severe symptomatic

2. systemic (tricuspid) AV valve regurgitation without significant ventricular dysfunction

3. (RVEF ≥45%) ( I C)
4. Significant systemic ventricular dysfunction, with or without TR, should be treated conservatively or eventually with cardiac transplantation ( I C)
5. LVOTO if symptomatic or if LV function deteriorates should be treated surgically ( I C )
6. In symptomatic pulmonary venous obstruction surgical repair (catheter intervention rarely

7. possible) should be performed ( I C)
8. Symptomatic patients with baffle stenosis not amenable for catheter intervention should be treated surgically ( I C)
9. Symptomatic patients with baffle leaks not amenable for stenting should be treated surgically ( I C)
10. Valve repair or replacement should be considered for severe asymptomatic systemic (tricuspid) AV valve regurgitation without significant ventricular dysfunction (RVEF ≥45%) (IIa C)
11. Pulmonary artery banding in adult patients, to create septal shift, or as left ventricular training with subsequent arterial switch, is currently experimental and should be avoided (III C) 
In presented case there is no indication for invasive electrophysiological procedure and upgrade of pacemaker to either ICD or CRT-ICD, since there is no left bundle branch block morphology in ECG, and there is no real chance for any benefits from these eventual procedures. The only recommended management is the pharmacology treatment with optimisation of the doses, according to blood pressure results and hemodynamic status.
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