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Table 1. Indication of Liver Transplantation in 75
Children with Liver Disease at Asan Medical Center
from 1994 to 2002

Diagnosis Number Percent
(n=75)
Obstructive biliary tract disease 47 64
Biliary atresia 46 63
Bile duct injury 1 1
Metabolic disease 10 13
Wilson disease 7 9
Urea cycle defects 3 4
Fulminant hepatic failure 7 9
Cryptogenic cirrhosis 5 6
Intrahepatic cholestasis 5 6
Nonsyndromic bile duct paucity 3 4
Alagille syndrome 1 1
Byler syndrome 1 1
Hematologic disease 1 1
Protein C deficiency 1 1
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Table 2. Indication of Liver Transplantation and
Type of Donor in 7 Wilson Disease Children

Recipient no. " Donor Indication
1 mother FHF

2 mother FHF

3 father FHF

4 father FHF

5 father FHF

6 mother LC

7 father LC

Abbreviations : FHF, fulminant hepatic failure; LC,
severe hepatic insufficiency with liver cirrhosis
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Fig. 1. Kaplan-Meier survival curve after liver
transplantation. While non-metabolic liver disease
children showed 84% survival(lower curve), children
with metabolic liver disease showed 100% survival
(upper curve).
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Table 3. Liver Function Test in 7 Wilson Disease Children before and after Liver Transplantation.

AST Total bilirubin Prothrombin time
Recipient No. (<40 IU/L) (0.2-1.2 mg/dL) (0.8-1.3 INR)
Before After Before After Before After
1 305 32 56.1 1.0 3.56 0.98
2 132 25 40.8 0.9 4.48 0.94
3 180 28 65.5 1.1 244 1.07
4 65 19 10.7 08 5.40 1.09
5 200 29 51 0.6 42 1.0
6 49 28 22 038 323 1.22
7 24 20 0.8 09 1.48 1.18
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Table 4. Copper Metabolism and Presence of K-F Rings in 7 Wilson Disease Children before and after Liver
Transplantation

Serum copper Ceruloplasmin Urinary copper KF ring

Recipient No. (70-155 pg/dl) (16.5-31.5 mg/dl) (<100 pg/d)
Before After Before After Before After Before After

1 190 102 86 39.7 902 197 + -
2 170 64 12.7 247 3348 N/C + -
3 201 N 13.0 N 2540 N/C N/C N/C
4 72 54 275 1500 66 + N/C
5 63 79 14.2 18.1 2484 N/C + N/C
6 44 N 42 25 1100 90 + -
7 13 N 125 26.1 781 N/C + -

Abbreviations : N, not checked; KF ring, Kayser Fleisher ring

Table 5. Indication for Lining Related Liver Transplantation and Type of Donor in 3 Children with Urea
Cycle Defect

Pt no. Age Dx LT Underlying disease Donor
1 birth 8 mo OTC deficiency father
2 8 mo 24 mo OTC deficiency father
3 1 mo 34 mo Citrulinemia mother

Abbreviations : Pt, patient; Dx, diagnosis; LT, liver transplantation; OTC, ornithin transcarbamylase; mo: month

Table 6. Serum Biochemical Profiles of 3 Patients Affected with OTC Deficiency and Citrulinemia pre- and
post-liver Transplantation

OTC pt No.l OTC pt No.2 Citrulinemia
Pre Post Pre Post Pre Post

Ammonia(10-35 zmol/L) 108 15 362 30 609 48
Glutamine(254-823 nmol/mL) 645 372 1055 307 545 N/A
Orotic acid(0.2-6.0 mmol/molcr) 22 N/D 1293 N/D N/C N/C
Citrulline(1-46 nmol/mL) N/D 45 18 7 2670 N/A
Arginine(10-140 nmol/mL) 6 16 26 45 15 N/A

Abbreviation : OTC, ornithin transcarbamylase; N/C, not checked; N/A, not arrived; pt, patient
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