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A Case of Wilson's Disease

Ho Kyung Kang, Sung Sook Park
Soon Ok Kim, Woo Hyung Lee

Department of Internal Medicine, College of Medicine, Ewha Womans University,
Seoul, Korea

Wilson's disease is an autosomal recessive abnormality in the hepatic excretion of copper that
results in toxic accumulation of the metal in liver, brain, and the other organs.

Wilsen's disease associated with brain lesion was found in 25-year-old woman who had dysarth-
ria, wing-beating tremor, and Kayser-Fleisher ring. Laboratory data revealed hypoceruloplasmi-
nemia, hypercuprinuria, hypocupronemia and increased copper deposition in the liver biopsy
specimen. The brain CT showed mild cortical atropy and bilateral low attenuation in lentiform

nucleus.
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Table 1. Laboratory findings

On admission D-penicillamine Tx. 3weeks later Sisterl Sister2
Serum ceruloplasmin(mg/dé) 7.0 7.0 40.2 254
Serum(pg/dé) 24.0 23.0 94.0 58.0
24hr Urine copper(ng/dé) 168 1160
Liver c.opper(ug/gm of 400
dry tissue of fiver)
ANed L ExEARAY Ea% 125gm%,

F|g 3. Bram CT shows mild cortical atrophy and b11a-
teral low attenuation in lentiform nucleus.
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Stage 1 Asymptomatic ; copper accumulates in the cytosol of the hepatocytes.
Stage 11 ! Release and redistribution of copper.

A. Asymptomatic

B. Hepatic necrosis } 1. death
2. spontaneous or therapeutic remission

C. Hemolytic anemia

Stage 111 : Chronic accumulation of copper throughout the body
A. Asymptomatic, natural or therapeutic

B. Hepatic necrosis | 1. death
2. partly improved on treatment

C. Brain disease

3. therapeutic remission

Fig. 4. Natural history of Wilson’s disease.
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