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Two cases of Wilson’s disease developed in sisters
Jeon Kyoung Hi, Chang Youn Lee, Huh Jae Won

Department of Pediatrics, College of Medicine, Kosin University

= Abstract =

Wilson's disease is due to excessive accumulation of copper in the liver, brain,
kidneys, and cornea, caused by a defect in billiary excretion of copper.

We have experienced two case of Wilson's disease developed in sisters.

case 1: The patient, 7-year old girl was admitted with abdominal pain, abdominal
distention, and jaundice. She had low serum ceruloplasmin level, high urinary
copper excretion and increased transaminase level. She died of fulminant hepatitis on
2nd hospital day.

case 2: The patient is younger sister of case 1. She was a 7 year old girl. She
showed anorexia and abdominal pain. Serum ceruloplasmin and copper level was
reduced, and transaminase levels was elevated. We have treated the patient with
D-penicillamine, and the blood level of SGOT and SGPT have decreased down to
normal level. We reviewed literatures briefly and presented these cases.
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Table 1. Laboratory findings of patients on admission

s &1 Z @2
Hematology
WBC(/mma3) 21,900 15,400
Hemoglobin(gm%o) 4.3 13.9
Platelet(/mm3) 230,000 287,000
Reticulocyte(%0) 3.0
Prothrombin time(%) iEe 7| 13.1
Blood chemistry
T-protein(g/dl) 5.6 8.0
albumin(g/dl) 2.9 4.9
SGOT(IU/L) 457 97
SGPT(IU/L) 107 226
T-bilirubin(mg/dl) 20.2 0.5
BUN(mg/dl) 12 10
Creatinine(mg/dl) 0.2 0.4
Serological test -
HBs Ag (=) )
HBs Ab ) )
urinalysis WBC : 15-20 RBC : many ()

s-ceruloplasmin(mg%)

s-copper(mg%)
urine copper excretion

211ug/dl

11 4.0

26
52 ug/24hr
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Table 2. Changes in Urinary Copper Excretion and SGOT/SGPT after Treatment

with D-penicillamine

, 24hr urine copper SGOT/SGPT
Duration of treatment (ug/24hrs) (U/L)

Before treatment 52 97 / 226
at 10 day 1 61 119 / 216
at 20 day 7 68
at 40 day 19 00 190 / 228
at 70 day 12 00
at 100 day 8 30 21 / 20
at 160 day 3 06
at 12 month 270 22 / 13
at 15 month 1 92 24 / 19
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