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A case of constrictive pericarditis after ASD closure with type 2 Diabetes Mellitus 
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A case of secondary cardiomyopathy after Fontan operation due to pheochromocytoma. 
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The usefulness of Cardiac MRI(SSFP sequence) to make diagnosis of non-compaction of LV in an 

adult patient with aortic stenosis and insufficiency (ASR) 
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A death case of 37 years old polysplenia with TCPC performed 24 years after TCPS 
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MRI evaluation in a 58-year-old patient� of corrected TGA complicated by a ventricular septal defect 

and pulmonary 
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Long-term outcome of Damus-Kaye-Stancel Procedure for Transposition of the Great Arteries: 

Report of 2 Cases 
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Successful blade & balloon atrioseptostomy for the improvement of cyanosis in a patient with single 

right ventricle, doubly outlet right ventricle and Eisenmenger syndrome. 
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A case of D-TGA implanted pacemaker for atrioventricular block 22 years after Mustard procedure. 
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Nationwide Survey of Care Facilities for Adults with Congenital Heart Disease 
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What clinical practice of adult congenital heart disease is going on in the rural area where is no 

pediatric cardiologist ? 
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HCV infection of ACHD patients in our hospital 
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The psychotherapy for patients with adult congenital heart disease―How do you select the 

therapeutic methods to a difficult case? 
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Appropriate modality for follow-up of adult congenital heart disease 
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Catheter closure of atrial septal defect in patients > 40 years of age: Indication and clinical efficacy 
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Clinical feature of bicupid aortic valve 
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Ruptured Sinus of Valsalva Aneurysm: Trans-aortic repair may cause sinus of Valsalva distortion 

and aortic regurgitation. 
�  

a
Division of Pediatric Cardiac Surgery and 
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Pediatric Cardiology, Asan Medical Center, College of 

Medicine, University of Ulsan, Seoul, Korea 

Tae-Jin Yun
a
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a
, Jae-Kon Ko
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Objectives: Recurrent or newly developing aortic regurgitation (AR) is a critical problem after the repair 

of ruptured sinus of valsalva aneurysm (RSVA). We hypothesized that trans-aortic repair of RSVA may 

cause distortion of the sinus of Valsalva and post-operative AR. Methods: A retrospective review of 56 

consecutive patients, who underwent surgical repair of RSVA between June 1990 and August 2006, was 

performed. Mean age at operation was 33.2 ± 11.4 years (14-64 years). Rupture of the right coronary sinus 

to the right ventricle was the most common anatomic type (39/56, 69.6%). Preoperative AR equal to or 

greater than grade II (n=8, 17.9%) was managed by repair (AVP, n=5) or replacement (AVR, n=3). RSVA 

was repaired primarily (n=7) or by patching (n=10) through aortotomy in 17 patients (trans-aortic group or 

TA group). In the remaining patients (n=39), RSVA was repaired primarily from the chamber where the 

corresponding aortic sinus ruptured into, and the sinus valsalva aneurysm was reinforced with a supporting 

patch (non-trans-aortic group or non-TA group). In patients with RSVA to the right atrium, the supporting 

patch encompassed the membranous ventricular septum after the detachment of the tricuspid leaflets. The 

Cox proportional hazards model was used to identify risk factors associated with postoperative AR.  

Results: Median follow-up duration was 46 months (0.4 – 177 months). There were two late deaths. One 

patient, who had a trans-aortic primary repair of RSVA without a supporting patch, underwent 

re-operation for a recurrent fistula 8 years postoperatively. Excluding three patients with aortic valve 

replacement upon RSVA repair, eleven patients (11/53, 21%) developed recurrent or new-onset significant 

AR (≥II/IV) during the follow-up period, and four underwent aortic valve replacement. By multivariable 

analysis, AVP at initial operation was the only significant risk factor for postoperative AR (P<0.001). 

After adjustment, non-trans-aortic approach appeared to be associated with a lower risk of postoperative 

AR with marginal significance (hazard ratio: 0.28, P=0.058). Five-year freedom from significant AR in 

TA and non-TA groups was 68 ± 12 % and 94 ± 4 %, respectively. Conclusions: Trans-aortic repair of 



  

RSVA may cause post-operative AR by progressive distortion of the aortic sinus geometry.  

Key words: Ruptured sinus valsalva aneurysm, aortic regurgitation 
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Coronary arterial size and the estimated perfusion capacity in patients with congenital heart disease 

long-term after the arterial switch operation - Analysis of relationship between coronary arterial 

cross-sectional area and the ventricular volumes - 
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Right Ventricular Outflow Tract Reconstruction in Adult Patients with 
Congenital Heart Diseases 
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The Usefulness of Random Stool α1-Antitrypsin Concentration in Management of Protein Loosing 

Enteropathy.  

 

Department of Pediatrics, Seoul National University Children’s Hospital 

Eun Young Choi, Bo Sang Kwon, Gi Beom Kim, Eun Jung Bae, Chung Il Noh, Yong Soo Yun 

 

Introduction: Protein-losing enteropathy (PLE) is complicated and life-threatening especially in Fontan 

state (FS). During treatment of PLE, it is important to verify the cessation or recurrence of intestinal 

protein loss. From this aspect, measurement of serum albumin level may give delayed information. We 

report several cases of PLE, in whom measurements of random stool α1-antitrypsin concentration 

provided useful information in defining intestinal protein loss status.  

Case 1: 17 years old girl in FS has suffered from PLE for six years. The underlying congenital heart 

diseases (CHD) were single ventricle (RV type), single AV valve, left superior vena cava (SVC) and 

pulmonary atresia (PA). Extracardiac conduit FS was done at 7.6 years of age. PLE developed 4 years later. 

PLE could be controlled with high dose of prednisolone (Pd) in addition to high-molecular weight heparin 

(HMWH), diuretics, and other general medical care. Whenever Pd was tapered due to side effects, PLE 

recurred. Currently Pd dosage was adjusted according to the random stool α1-antitrypsin concentration.  

Case 2: 31 years old man has been suffered from PLE for 3 years. The underlying CHD were double �

outlet right ventricle (DORV), pulmonary stenosis (PS) and unbalanced atrioventricular septal defect 

(AVSD). FS was done at 12 years old. PLE developed 16 years later. However, general edema and 

hypoalbuminemia were relatively tolerable with diuretics for 3 years. Recently we started heparin use. 

Although serum albumin levels are fluctuating, serial stool α1-antitrypsin concentration has been 

decreased.    

Case 3: 23 years old woman has suffered from PLE for 7 years. The underlying CHD were DORV, PS, 

small LV, left isomerism and dextrocardia. FS was done at 4.8 years old. PLE developed at 12 years after 

FS. Although responsive to high dose Pd, Pd was tapered due to complications and PLE relapsed. 

Conversion to extracardiac type Fontan which was done 3.5 years after PLE development was not 

effective in controlling PLE. Currently we are adjusting the Pd dosage according to the level of random 

stool α1-antitrypsin concentration.  

Case 4: PLE was developed after thoracic duct ligation in 19 years old man. His underlying heart diseases 

were Fallot type DORV and complete AVSD. He had several operations and lastly experienced thoracic 

duct ligation due to uncontrolled chylothorax. Pressure in RA and RV were 23/15/18mmHg and 

46/6/18mmHg. Although PLE was initially suspected due to hypoalbuminemia, PLE was diagnosed after 

multiple check of random stool α1-antitrypsin concentration. Currently we are adjusting the diuretics 

dosage according to the random stool α1-antitrypsin concentration. 

 

Conclusion: Despite of limited cases, our experiences indicate that serial measurement of random stool 



  

α1-antitrypsin concentration are very useful in diagnosis and treatment of PLE.  
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Uric acid and its clinical significance in Fontan patients 
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Study of adult patients after non-TCPC Fontan procedures in Amagasaki hospital 
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Mid-to-Long-Term Outcome of Total-cavo-pulmonary Connection In High-Risk Adult Candidates 
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Histological assesment of liver pathology in long term Fontan patients 
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One and a half repair in adults: Indications, Surgical outcome and postoperative functional MR 

study. 

Division of Pediatric Cardiac Surgery* and Cardiology**, Asan Medical Center, University of Ulsan.  

Tae-Jin Yun*, Yu-Mi Im*, Won-Kyung Jhang*, Jae-Kon Ko**. 

Objective: One and a half repair strategy (i.e. adjunct bidirectional cavopulmonary shunt in addition to an 

intra-cardiac repair) can be employed for patients with small and / or dysfunctional right ventricle (RV). 

The efficacy and safety of this procedure in adult population, however, needs to be defined. Methods: A 

retrospective review of 11 patients with various congenital anomalies, who underwent one and a half 

repair between December 2001 and September 2007, was performed. Median age at operation was 45.8 

years (17.3 – 57.5 years). There were 7 males and 4 females. Diagnoses were Ebstein’s anomaly in 9, giant 

right atrium (RA) with hypoplastic RV in 1 and tricuspid stenosis associated with Behcet’s disease in 1. 

Procedures for intra-cardiac anomalies were tricuspid valve repair using Hetzer technique for Ebstein’s 

anomaly in 8, tricuspid valve replacement for Ebstein’s anomaly with previous tricuspid valvuloplasty in 1, 

RA reduction plasty for giant RA in 1 and tricuspid valve replacement for tricuspid stenosis in 1. 

Postoperative functional magnetic resonance study was undertaken in 4 of them. Results: There was no 

early or late mortality. Median ventilatory support, intensive care unit stay and hospital stay were 13 hours, 

2 days and 10 days, respectively. Six of the eight patients with tricuspid valve repair for Ebstein’s anomaly 

showed less than mild residual tricuspid regurgitation. Postoperative central venous pressure at 

postoperative 24 hours ranged from 12 to 28 mmHg (median: 16 mmHg). Only two patients (2/11, 18%), 

however, showed signs of central venous hypertension (i.e. facial edema in the morning, neck vein 

engorgement, small amount of pleural effusion, light headedness), necessitating diuretics administration. 

Median follow-up was 18.4 months (1.1 – 70.8 months). Postoperative functional MR study was 

performed in four patients during the follow-up period.  Blood flow to the upper compartment of the 

body (ascending aortic flow – descending aortic flow) was 25-36% of the whole body blood flow, and the 

ratio of superior vena cava blood flow over blood flow to the upper compartment was 0.74 – 1.0. 

Conclusion: One and a half repair can be performed safely in adult patients with marginal right ventricular 

size and function. Postoperative functional MR study showed the development of SVC-IVC collaterals in 

some patients.  
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QOL of cyanotic adult patients after palliation with single ventricle anatomy 
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Inflammatory cytokines and neurohormonal factors in patients with heart failure long after Fontan 

procedure 
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Pulmonary AV fistula in the log-term period after bidirectional Glenn 
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Manegement of atrial tachycardia long after Fontan operation 
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Arrhythmia in long-term survivors after Fontan operation 
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Long-term outcome of the catheter ablation for atrial tachycardia in patients late after Fontan 
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Electrophysiological studies and radiofrequency catheter ablation after Fontan procedure in 

patients with supraventricular tachycardia. 
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A postoperative case of Tetralogy of Fallot complicated wih uncontrollable ventricle tachycardia 

induced by Legionnaires septic shock  
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Atypical mycobacterium pulmonary infection in an adult patient with cyanotic congenital heart 
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Effectiveness of pulmonary vasodilator for adult Eisenmenger syndrome 
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Experience of Eisenmenger Syndrome 
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Circulatory condition of adult Down patients whose pulmonary hypertension was the key point for 

CHD operation in young age 
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The etiology of hyperuricaemia in adult CHD 

 
UÒø±����{|}	
��  
%Þ$��´é� K�Y7�±���|��á� ©ï�H~>? 

 
¹ºJE^]��Z���>ÇÍ>�8GQ�µ�9ð� 22¨jÄÃ�2006ÉQH�¶Q­Ô
ÒÓ	?�µQ!°jÄÃíD÷�9Q¹°���P�jÄÃ?¹ºÇÍ>�8GEr¥ÃíD

÷�9Q¹°UF�]�? 
 

Zæ� 2007É 1q�� 6q�jE�SUTL]�·JFLK]��uFGUo²³��8GG
ßQ®��15 <�#jD÷CU�·]� 277 �jÄÃ?É�� 15 <�� 75 <��� 30�10
<?=ø�� 144|136?�MD÷Ch 7.0mg/dl �#��� allopurinol &®GßUíD÷�9
K·�]�?íD÷�9� 98 ��35.4¨	-³�?íD÷�9E��ÐÃ°±K]��É��
>m�â�9�ÂPµ�Cre�eGFR	�&®Å�­DÅ�ª¤WXz��ACEIcARB�aspirin	�
Down9ëìQ�'E_
�F�]�?allopurinolQ&®� 43��16¨	EoÐN�
�? 
8Wï;É�E_Ã�ó²D÷CQk��²�³�?íD÷�9Q>m�=>E 51¨·ø> 19¨
j=>E�óEâ�³�?íD÷�9Q��� RBC>600x104/μl�Hb>18g/dl�Hct>54%Q
5



  

N�Uò�Ââ�9j� 79¨Kí�³�?¸· GFR h 60ml/min/1.73BSA �Sj� 62¨jÄ
³�?D÷U#û��Ã­DÅ�Furosemide ���� Z� V´­DÅ	&®GßjQíD
÷�9Qð� 53¨� ª¤WXz�j� 55¨�Z¡´¢�� 45¨jÄ³�?Down9� 6:j
50¨EíD÷�9U©¬�? 
8Wø;¹ºJE��Z����â�9	EB°ÂÃíD÷�9��Ey>j°&®ÅcÂPµ

²»U;�]��·J�²FGUo²®pqhÄÃ?  
Ju
±²��³´´Ð(ÌÍ½qr[�@�.s>èpSdptäuºvw�

Peripartum change of plasma hormones in patients with congenital heart diseases 
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Measurement of systemic right ventricular volumes and ejection fraction by quantitative gated 

SPECT: comparison with magnetic resonance imaging 
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Prediction of increased B-type natriuretic peptide concentrations after transcatheter atrial septal 

defect closure in adults: Wave intensity analysis 
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Significance of aortic pressure wave reflection in adult congenital heart disease patients 
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Quantification of Right Ventricular Volume and Function in Patients with Congenitally Corrected 

Transposition of the Great Arteries by Real-time Three-dimensional Echocardiography 

 

Department of Pediatrics, College of Medicine, Seoul National University Children’s hospital, Seoul, 
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Yong Soo Yun 

 

Objective: The purpose of this study was to quantify of the right ventricular (RV) volume and function in 

patients with congenitally corrected transposition of the great arteries (cc-TGA) by real-time 

three-dimensional echocardiography (RT3DE) 

Method: A total of 11 patients in sinus rhythm or electrical pacemaker beat with cc-TGA and adequate 2- 

dimensional image quality were included. Mean age was 20.8 ±12.0 (range; 12-49) years. The RT3DE 

triplane interpolation and full volume reconstruction (FVR) methods were used for RV volume analysis. 

Results: Seven patients underwent tricuspid valve replacement, two patients tricuspid valvuloplasty and 

six patients left ventricle to pulmonary arterial conduit surgery. The indexed RV end-diastolic volume 

(EDV) was 78.5 ± 28.2 ml/m
2
, indexed RV end-systolic volume (ESV) 47.2 ± 25.5 ml/m

2
, indexed RV 

stroke volume (SV) 31.2 ± 5.2 ml/m
2
 and RV ejection fraction (EF) 41.9 ± 7.7 % by FVR method. The 

indexed RV EDV by triplane method was 76.7 ± 29.1 ml/m
2
, indexed RVESV 49.0 ± 26.1 ml/m

2
, indexed 

RV SV 27.5 ± 7.2 ml/m
2
, and RV EF 37.6 ± 9.6%. RV performance index by using tricuspid valve and 

aortic valve inflow Doppler was 0.73 ± 0.21. The systolic dyssynchrony index 16 (SDI16) was 9.4 ± 6.0 

(3.1~19.6)%. RT3DE-measured FVR and triplane method were correlated well (P <0.01). SDI16 was 

higher than normal, which was reversely correlated with RT3DE-measured RV EF. 

Conclusions: Although RT3DE has still some technical limitations, RT3DE may be useful to estimate RV 

volume and function in patients with cc-TGA and distorted RV geometry.  
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Fontan surgery and pregnancy: outcomes and management 
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Massive ovarian hemorrhage while recieving warfarin. 
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Risk factor of aortic dissection for pregnant women complicated with Marfan syndrome and 

Marfanoid. 
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QT interval time in pregnant patients with long QT syndrome 
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Experience of Cardiopulmonary support to 5 women with fetus in utero 
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Cardiac dysfunction in the pregnant women with congenital heart disease 
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