AR A TR H 12 F B 2N
The Keimyung Univ Med ]
Vol12, No.2, June, 1993

Wison® ¥ 1*

AL s ot

TEER

S

Wilson® ¥ (Hepatolenticular degeneration) & ¥
Abe] o) o.g AA A &3 1, o, 2, A,
AAS) B AR 1AWNFE, £ 4%l Kay-
ser-Fleischer ring, W71 A2 H4Hs5E ¥
vrals A Aot AL FH4R R
& A A gl

o] g 1912'd Kinnier WilsonV ol o)Ele &
2n7A9 BB WAy 733 1B} =
urgl 230 2 progressive lenticular degeneration
oz He 71¢ Hgen 1921 HalPol o3t
2x Al 72 M Z Hepatolenticular degeneration
olgle Sojvh AE Hith of A% TAL |
AW ceruloplasmin®ZF 3 A AA F4 FF F
sz st 2718 Fol 7AW, FFAAAL H
YA A% FlSE o £ A% &
o) 52419 Kayser-Fleischer ring9| ERAH A
AL HolA Ak wd /HE 8ANY, vIFFY,
BAEe A7L UENE ALE At AEE F
o 48 a2 28 YW HIHE 55
AANI e AL kA& D-penicillamine, DTPA,
ETPA, TETA, BALG 22 z7] (g2 "ny gt
Aga mRHolnt, ey NEHA Fed 1,
o] AN Fol B 2 Ade 2HA B0
st A 25, 50 FHRISY T,
wEog sao] ot SEA Mg =t ol
A Aolgd] Jesta] AEF Wilson¥ 8 gt
A Agstare TR ¥4 2adhe v
ot}

& &

slop: gt O &, 1A, FA

Uy

R
FaANRE, A ARALY, BAF Y
SRR

JIEY | B2 LS gglew obi A, ofriy,
¥, b 289 ¥4 ceruloplasmin, &% =5
25 4ol At

e [ BAE 4dARE Ak A A
MR Fo] YAL Aaloly FEE ol B

A5

Ao

Aol 94Tk 99 20YHFE BHE, AARF,
mrguie] ggod Alds AMHEE AA &
A gdstAh

O|EtMAZ g 2 dPAEHE FEEHLA
F5 FAY 2FLS ARG BHE TR
kg e} gl e $AERe uTis HEF-
W) A=) (5285 sem)7h AT HAFE AAA
iRzt BYor FE, dojAose] B
Aol AaAL AT KPow Fo olFRWE
1921 slit lamp# Aboll 4| Kayser-Fleischer ring®)
Bk

HAF U HAIMEE A7 AT T2
A& WAL 87my/dl, YT 3500mm, BHEE
30mm/hr, A% 43000/mmelgch. 83 A&
9 7)sAAE AAEAdel AN, E Y
ANE o1 giien, B3 QAR FAel
ook e A 65g/dl, albumin 3.1g/dl, cholesterol
152mg/Lsl21}, @3 celruloplasmin 11.7mg/dl, co-
pper 2683pg/dlE Bd: HALH 24 A1 ZF urine co-
pper 97.75ug/day 2.2 F7HE B P (Table 1. A
712994 (MRD A ¢ ¥% putamen® high
signal(Fig. D3 B34 217 3et v A4l (Fig.
2)E E4th

RE|ZHAL A E 2AAAE GERY AR
o} EA piecemeal necrosis® 7HA TAETA
7493 (Fig, 8), A1 £9) glycogenated nuclei® mild
palloning degeneration 2%& 2%} (Fig. 4).

v o) BEL 10029 ABUER £FATH R SANEY 2A ATHE o] FARL



— 240 —

AP ARCE $ 125 H 29 199

Fig. 1. MRI of the brain; High signal on the both pu-
tamen region.

Fig. 2. MRI of abdomen: The liver reveals scattered,
low signal macronoduls in the both lobes and
the spleen reveals enlarged.
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Table 1. Laboratory findings of the patient on admission

D-penicillamin& 1gm/day$ 433} pyridoxin
26mgs F 38 &Ptk dEo] Bo ¥HE &
A% gAS FaQ FEFA 1FUF ¥
=2 29 ImAER &, UAT = Fridol 4
39.75ug/day2 F7HERLH FF IAY ANE
B¢ A

Fig. 3. Light microscopic findngs: Hepatocytes exibits
glycogenated nuclei and mild ballooning dege-
neration (H&E, x400).
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Hematorogy Urinalysis
Hemoglobin 8.7gm/d} R.B.C. 2/HPF
Leukocytes 3,500/mm Urine copper /24hrs 97.75ug/day
platelates 43,000/mm Bone marrow: hypocellular marrow
P.T. 18sec iron deficiency anemia(early stage)
aPTT 53.9sec Liver biopsy:
fibrinogen 124mg/dl piecemeal necrosis, nuclear vacuolation
Blood chemistry X-Ray: MRI of brain
Celuruloplasmin 11.7mg/d! high signal on both putamen
copper 26.83pg/dl
Alkaline phosphatase 232IU/L
G.O.T. 31.5IU/L
G.P.T. 20.71U/L
Bilirubin(T/D) 0.9/0.3mg/dl
ar-antitrypsin 248mg/dl
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Fig. 4. Light microscopic findings: chronic active hepa-
titis showing zone of active piecemeal necrosis
and mild portal fibrosis(H&E, x200).
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A Case of Wilson’ Disease

Tae Won Paik, MD; Myung Sung Kim, MD; Chin Moo Kang, MD

Department of Pediartics, Keimyung Universily,
School of Medicine, Taegu, Korea

The authors experienced a case of Wilson’s disease in a 14 years old boy, which was confirmed by the

manifestations with hepatosplenomegaly, Kayser-Fleischer ring and laboratory data with decreased serum

ceruloplasmin and copper, increased 24 hours urine copper excertion, brain MRI and liver biopsy.

A brief review of literatures was made.
Key Words: Wilson’s disease



