RO EEEEAELEEERE
(SR AZRZ ) — =V 7OBEICET AH%A

BT AR )~y T BFAA 7= KOy, BXUTYAVY
VIRICBTAEFOE L AHICET ARE

GHEBFZE | 8 LV R8I T BRI
oK, SR, ASEEY, AWM

By Wilsonfi DT AAL ) ==y T HBAT BB, WMABEA YT+ —LF -2ty bBXURREDOEFRD
B L RREmaEI ﬁﬁéﬁﬁ%ﬁot.4v7¢—AF-:ytybn%#5%§u,%i%vxz7u—#/7@ﬁ
S s B A WEE LTI ol YAAS Y=oy ZICHET B4 RIERORBALZEN TV, TOREBITZR
BEOMEEBOR T ThRREERLNL,

RO L I T 2 TR IIWilson B E 10 OREF T PLITITo . ISERICHET S, WBEFHB S ALY
i3, AEOTIE CRBHAHL Db, JIUIEL, FFICHEEROEVERICTE, EFEOBIERBENE
w%k%#of TnLoZ kb, BEIZE - B AEEE Y B L T AWilson BT AAZ ) ==V T - VAT LFE

NOBHZVHEBER SN

B LE: Wilsoniv AAZ ) —=v 7, FIERVARZ Y —= v, AT —hFarers b, £EOCE

[ 2 BY, ERAFAHBETALUICHHN, G6H MG
TAAYY —Z v RERT AR, £ THRIEREOFHAURTHE. 51T, KIE

il

(AW EERICBTRRRES, TCEHR) 2 BHEAETA - A2 V- vy 70O ELosTw
HLTA Y7+ —sFaryrtEy b2 EKRTLI rEBO—#HHI)IREHENLES L, MRNO

ENEGIRBENICLEEENS, LAL, TO BHEFEELLTRIRIEAEIGVY. I15

FHECELTEABCEVTEEACHREN D&y, BEFEOTARAZ ) - =¥ 7 -
TV, SHEPRD DAV YT — bRy SAFLAANDEAFRFER TS, £0EA
Y FPOABEEFTHLLLTAEMEITT ¥ 7 — DEHYRHETHLENICT, REBIIBIT L&
FRAA LTV, TOHBEEBREL L. FORLAAREWABORELIT o 12
Wilsonfiiid, MFMZ - SEENBERB LT

Kayser-Fleischer AW #3E# & ¥4, % [(HEB L UHE]
KHEMAMBREEORENERETHLYY. K LLHEAERTARZ ) -2 v 7 ilBTH5A4 274

i, - BBRTEEZESZVEERO—2T —AFaryeryHETAIRAE

Ha.  HFL—FPECIABBEEIELENT DWHERB~ AR -y 7 0ZHE (F

B

fish

RSP TN AR ERE, * ERREREE



) 1HHsaxMHBELT, Trr—bRAEET
ol T¥Tr—bPRIPARBEDEH KT L
o RENOMENZE R, KFK (K¥H
(200 R EDHEE
/N 9% B
A
SHEOHZHEIZ, EEHEER, HHEEK
BIUBMERR ChoL., 2B, HREOTER

BEZ 9 A) 47%, Dk (
W TRKERKZ 92% K<) 364,
(ZNUTDIZFR) 3268TH o7,

MERREOTETHY, I PARZZZOHK

ERLTLL —FHLAEw,
7% %

DTy — i, TREBEIFAZY —=V

AR OERRM I DVWTLUTORARITHIT
L7
a. 4 EZ7')—~—-/7L|’KLT?‘E1E%‘:EUTH

.
b.ffishit o FH ik,
C AV ) - v g T AREBEICOWVWT.,

d. 77483 —fREIIDOWT,

e A7) -V R EREBICOWT.
fAZ) -2y 7REBORBOWM D Fwv i
DWWV,
2. WilsonWf BB OEFORA L SRENER
I3 A MR
Wilsonfii B 100 (FFRI3A, MERD 3

RIFHEEIM B X CRERBG) KEHL T,
rOREL (MABLURBE) , BLUER
MEEE LT, MRBHE (£8) L —Hox
GEICHLTUTONRNEDT 7 — 21T L
7.

Y HLTE O f b
a. B 0L T
b.FOE Y OEH.

Ik BE

c. A ADIES.

d. & TR,

e. T&.

2) R EDREE
NEFLvRREREBELOXH
HEME, SENEE (REFEOH)

[# &)
LHFERYARSZ ) —= 7285477+
S S = A2 I N Al s sl -
TYr—bFRECBWT, ;{7')—:>7'?JE
REICRMEL D 2HHRELTOBEBEREL
B, TRTOHBREZBWYWT, #Hs0rlLozi
EVRBRRBBILELZZ TR (F1) . L
L, EREXZEOHFEEIFEHRORB I L

ENTWwhweELITWE (F2)

RLMERTII VY~ TRERICERHE R VE L T 34858

THROIESE PE(%) DB+ LBE%)
ATY=Z 2 TNBHEARE 67.0 79.2
BENReM _ 76.3 84.2
RBRENEIME 80.0 89.6
BEGME & BT 2 7.7 78.8
BHRR CBABEOE M 87.7 94.7
HiE - BEICL SRR 79.8 93.0
TSRS ~DRE 83.2 95.6
2 FERYZAZ Y~ FIIB135
[ERIRM

THRRE#RE L 50.4%

— SRR 44 40.0

T & ARG 9.6




MO HELCHML TR, BITENLTwAS KEEOD > L3FIFEVEZRL TV, %
HEROERFEHLEL, ZTHEVFTET L H ik o, BENEBHELIZOIFIFAEIAKEZV LWL
ELTHE, XEDLIVTEHEIS 75*97"(3%3 IR THo, B, EHcIAKMEDD
MERESTHD, DR ERDS
Hobh s, EFISIE, WRERRIPZVE
LTETWVAED, RAEMEERIFTHBEL TE

RILFERTRZATV—Z T ICE0 3 FRRBOTE

B FhR TV B E%) ZLFLVHE%)
CIFEIC & 5 08 66.7 21.9 MWRAEN, FLTEMNTZODEHCH N
TR & BB 255 49.1 EL-AENERNTH 5.
REEREHIC & 2 5B 0.0 7.0
EiC & 558 0.0 21.9 F4, WilsonRIC BT 24EFEDE
Z Dt 7.8 ) 0.0
Case g2 TMW - EuroQOL,
ik Q.70 0.56 1 1 1 i 1
H 3,3 1123 1 1 1 1 1 1 i
g 025 0.89 1 i 1 1 1
43 070  0.88 1 1 1 1 1
2 13 3 112 -3 i 1 1 1 i H 1
FRE 0.20 0.75 1 1 1 1 1
ih;mgt# 0.90 0.67 1 H 1 1 i
AR % IHTAREOLBEEICHL TR } gy’é# 080 050 1 1 1 1 1
33 0.95 0.67 1 1 i 1 1
SO0BV LOZLENLBLEZTVBIZLL 2P ) g%gum 0.80 050 1 1 I 1 i
s ggﬂwt 0.95 0.46 13 1 1 i i
bo$, EBRIc. %P FEERD LD R 080 073 1 t : 1 (
F3:3 0.35 0.67 2 3 kl 2 2
- oo - . ¢ %f?ﬁg&# 0.10 0.33 2 3 3 3 2
oz EMEEL . £33 065 0.60 1 1 2 1 i
- I S R R R R
SHEOFERCAAL Y —= v IR RKRE % R B s s s
’ 5%2&3 0.25 D.80 1 1 1 1 3
KT A2MEIcELTE, BERITENLTw S E3] Y 1 ] 1 1 1
9 3.8 12 1 1 1 1 1 1 1
N mRE 0.80 0.73 1 ) 1 1 1
Rt anTtwih vwEE Tat randam 23X, o Ry 00 D
. HIeH 0.80 0.73 H H 1 1 1
EV (TSR TWAEELS) , Vi (& T b7 o 1w Lm 1% 1% im
HRg 0.56 0.73 1.10 1.20 1.20 1.20 1.30
NTHRWnwkEZSL) ICTREELTDL B o7, B R0, FELV ]
EuroQOL : 1=FEEEZL  2=QEEKORIE J=HEDM_!!
FOHE, HAOTARZ ) —= v I RES o mak
¢«TEmkf26ﬂfxw%dﬁtAEﬁ
Dol do iz,
2. Wilsonf5BEOAGFORLEHSBENEH [# ]
[l e il SR AR AR ) -2y BT LA YT A
Wilson1OEM 0 S b7 o FEE», B —AFavEey bCETAIALE
£ DEuroQOL, fEHHKE IOV T, HICHE TAAZ Y —Z T BITEICBT AFHR O
MLTw s (E4) . ¥/, EEMEEE HBEIVCEABICHMTIALCBVT, ZEH
NDERIIFZEBRTH 72 (F4) . REOF EATVAIBEHRUELEAEOLEMR & ERICK
MK E, EOEBEISICoOWT S, EuroQOL LTWwARBITORELCRI ) OEENEDSL



N (F1-3) , 4%, TLTORS, BELR
FIIAFRORMLEABZEORIAITVLETDH 5
tEZONA, £, 10HRSE, Tibb
RARIN 2 SORRFT TR EBE A
BESNTHEOAETHALIEDLL T, W&
CHT A ARAER TR VA Y, SHEO
TRTHEIDBELONAL., TRHEF
ZEHR ORI LS AT

(3

I
BB S
WZ8E A L) RBE
fRep & ) REEMEE T TIM

5

T LA,

JEARTRALY — =Y FiCET 5 EHRIRME T
ITRE, THEORR  BELOERIEKFTNLE

WD VEEEAPLETH L EHWm LI,
2. WilsonEEDOETORH &M & 3 :3-Fi0R=Fi:|
ET AL

SHOMEDHE R, BEOFE, MEEERH
FHWILUY *Ltﬂh“*"b‘lU“""fﬁuif‘{?ﬂk
WTlR, REOEFOREM T A2ALBLIUR
FaHEIED Thew Ebiii.
L, BMEED 2 VEHEMERT FT 2 E60K©

s

BwTlRINobofRg - BHIIEIP-. IO
BRI WilsonBERBMICBITAFRICEEIC
B # L

HH KRS

TwheEERLND.
BLNRBEHEFLL % o
THAT L2 [Wilson W& EBE] 2555 %
WU T ROKRESERATHRALLYY, B

1990-19914iC

B, AF#EEwilsonim & S ICTETEEREL,
EHTRIZBETEVZSE, L2L, FH

Wilsonii D BEDIF L A EHERDO T EEIE
FoTWAD L, EEW, WhEH b0
ERA S CEDH LN, IR
BED LB RET 2 &%
Abiad, T, FTHECBVWTREBED TEGT

H LIS TIED DIE
= A T AR | F

BAEATBRBOMERENSEENDLI- TR D
LNBYY, KEBEOquantity of life,

quality of lifeZ L b ICAFE S ¥ B0 Z,
NARAZ Y =y TEAC X BREMYER - R
GRAGD Y AT LAEHRLTH I EP/EBY T
ErRETHrEEZLNT.

i
1) Danks DM. In Metabolic Basis of

inherited Disease. pp1411-1431,

McGraw-Hill, 1989
2)FEAMI. Wilsonds, EFEE, 1984
VEAME, BRI Ly, HREBETH.

Wilson/R O & EBWHREEE. DERE 23:

1893-1898, 1991
HFEKRE—, HBAREHRT, FAMEMNL. 2FHRA
EhoHhI-MER  FHEE Wilsons ﬂ)hur‘

BREIURFASEIIHE T AR, ML EE 28:

391-397, 1996
SYyiEKRE—, LWOZFH, FARMEEM. @AM E
Pk L7zWilsonmEERAETRE, He70M

DEE#H P, Biomed Res Elements 6: 235-

236, 1995



BEHTFX A b OCRGEEZMXTERYIMER @
BXO—8BTIH. BREOBRATEENEThIRANBYET

: Wilson

115
Wilson 10

Wilson




