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Photomicrography of the biopsied liver showing (a) regenerating nodules separated by fibrous septa of varying

thickness (H&E, x100}, (b} farty change, anisonucleosis & nuclear glycogenosis of hepatocytes, & a Mallory
body (arrow] (H&E, x100), and {c) copper containing hepatocytes (arrows) (Rubeanic acid, x200],
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Fig. 2. Electron-micro -
photography  showing
several vacuolated Iy
sosomal  granules (arr-
ows), especially around
the bile canaliculus (BC),
(12,000,

e atsskFig. Loa), S8 242 gkl 2] =)ahd
. WGl (glycogenosis) % Y-EF4 (anisonucleo-
sis) % Mallory A4 2] =2 5 20§ (Fig. 1. b) rubeanic
acid 444 T EFo M o2 ob=4 Fe|alE F
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Table 1-1. Clinical informations

= Literature Present
[Korean) cast

Age, 5—15 19/21 15 yrs
S5ex, M: F 10:11 M
Family history 11/ +
Symploms & signs of liver

disease 132 N
Symptoms & signs of CNS a/21 B
disease
Symptoms & sings of liver

& CNS 6/21 -
KFR * 16/21 +

* KFR ; Kayser-Fleischer ring
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Table 1-2. Symptoms and signs of liver or CN5 disease

Literature Present

I:I{n rean} Cilse
Jaundice 11/21 +
Hepatomegaly /21 -
Ascites 8/21 +
Splenomegaly 821 +
Varices 321 +
Edema 10/21 +
Bleeding diathesis Ti21 +
Hemolytic anemia 2/ -
Dysarthria 7/ -
Athetoid movement 621 -
Low intelligence 3N -

- dbzbel  Wilson o —

of, 249 §5 (athetoid movement), #5# 3l &
2.2 Zatslg o} (Table 1-2), £24 dldle] alzis 7
4% 26 gl 3, Kayser-Fleischergh 884 wldie] 3l
Al 2ed2} T34 §al 205 FAEE 174 3atH
glod ol { £AFE e AW =hs FHIGD
glclslgich, ‘Progressive intrahepatic cholestasis of
infaney & childhood’, b4 54 7bd, 44 2=
A A EF 5o b4 A dEe A = Hupe] 443
dbel] 2] g} gho] sl o 4] 7] o Fof Kayser-Fleischer
ge| Wilson#iof| 5334l 722 obrh

Wilson®l & 7} Fed 3 Sal=al gl4g4 o A, o
ol w) AWl A7 ol Fof =2 FALE A #5A] priet
T oohEEe A zlclke| s, TR AghrEe
gemen () "4 ceruloplasmin®| 7k 20 mg%c|5l, @
2447} =5 T2 Az 100 pg o4, @ B3 Tl A
2} 60 pg%eldl, @ Kavser-Flesicher$t:, & zh=2
o] Fe]akek Z=7}(250 wg/gm of dry liver o4} =

Table 2. Hematologic data and liver function test

Author Hb WBC Plt SGOT/SGPT AJGH Prothrombin
{gm%) (feumm)  (10* /cumm]) (/L) (gm/dl) time (%)
Lee JK & Lee 55 (1959) 7.0 10,000 - - 2.1/2.7 -
Park CSet al (1964) 9.5 3,900 22,2 19/13 4.0(3.7 98.0
Moon YM et al (1971) 11.3 2,400 9.0 36/29 - 40,0
10.8 5,300 - — - -
Chai HC {1972) 13.3 7,450 — 8/6 3.81.9 93,3
13.0 12,300 — — 3.82.3 -
Chung KY et al {1974) 8.5 8,200 - T0/65 2.0/2.7 21.0
Jang HS et al (1974) 10.4 3,700 9.0 3729 — 70.0
1006 2,700 3.0 16,23 - 32.5
11.7 4,200 12.8 40/32 — —
Lee KH et al (1980) 5.4 — — 9028 2.8/2.4 -
Lee 1S etal (1981) 8.9 5,600 10.4 B7/60 1.7/4.7 47.0
12.2 4,100 8.2 20/ — —
- - - 52/38 3.6/2.9 -
11.9 4,300 5.8 28/20 2.4/3.8 42.0
10,9 4,300 — 236/87 1.7/2.3 10,0
- - 3314 5.0/2.8 -
6.3 3,800 4.7 ny 7 2.8/3.7 52.0
Cho D] et al (1983) 9.6 4,100 6.5 24/ 8 - 6.0
Seo KS et al (1985) 6.9 12,000 7.0 197154 1.3(3.4 (45.1 sec)
Chung CK et al {1985) 11.0 4,900 6.9 96,19 2.4/3.0 -
Present case 1.0 5,100 6.2 29110 2.4/1.9 72.6

*= AIG 5 Albumin/Globulin
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Table 3. Ceruloplasmin and serum & urine copper level

Literature Present

(Korean) case
Ceruloplasmin, < 20 mg/d| 1317 3.5 mg/dl
Serum copper, < 100ug/dl 13/15 79 ug/dl
Urine copper, > 100ug/24 hrs  13/15 387 ug/dl
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Table 4. Histologic changes of the liver
—_— i e — - —_—
Pathologic Copper Fatty MNuclear Anizo- . Mallory
Author diagnosis  accumulation changes vacuolation  nucleosis Chalestasis body
Lee |K & Lee S5(1959) Cirrhosls +
Park CS et al {1964) Nonspecific
Moon ¥YM et al (1971) Nonspecific +
Choi H] (1972) Monspecific +
Chung KY et al (1974)  Cirrhosis + +
Lee KH et al {19280) Cirrhosis
Lee 1S et al (1981) CAH *
Chung CK et al [1985) Cirrhasis
Present case Cirrhosis + + * - *

—

* Chronic aggressive hepatitis with sublobular collapse and regeneration
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< Abstract —

Wilson's Disease
— Report of a Case with Comprehensive Review
of the Previously Heported Cases in
Korean Literature—

Mi KRyung Lee, M.D. and Chan Il Park, M D,

Department of Pathology,
Yorsei University College of Medicine

We reported a case of Wilson's disease, which was
histologically confirmed by liver biopsy in a 15 vear-old
boy and made a comprehensive analysis on the sum of
22 cases reported in Korean literature. Although Wilson'
s disease is still rare, it should be included in the differ
ential diagnosis of chronic liver diseases particularly in
children of 5 to 15 years old. For the clinical diagnosis of
Wilson's disease, changes in serum ceruloplasmin,
plasma copper and urine copper values are most impor-
tant as well as Kayser-Fleischer ring and family history.
The serum level of GOT, when elevated, were always
higher than GPFT. This atvpical transaminase profile
may be a clue for diagnosis of hepatic diseases by a
metabolic  derangement. Among  various  histologic
changes of the liver in Wilson's disease, what have
diagnostic importance are anisonucleosis, nuclear
glycogenosiz and Mallory body, all of which may appear
in any stages of the diseaze. In 3 cases only neurologic
symptoms such as dysarthria and athetosis were found.
Hemolytic anemia was another rare complication.

Key Words: Wilson's disease, Hepatolenticular

degeneration, Copper, Cirrhosis, Cerulo-
plasmin.



