0p0%000% 2001 Aé 2 OApU 42 %iul 2 U

TT2£-90 34 Ay T92x” 9E+4D0»%0R  TOAEUT

¢ 03

ilY%

Yo Ea1 Y AUPAOC T

0202 +%TAN0, TTLA-OTAEPA 34 Ay TT1x" °E+4P0 (HLD)»%0R , T
0AEUTA %, NaGaox e °x  Copc °x  NaGapue °xuc 0%, 24 Dj ExAd T-pA
+a» YeDDAEL02T, %a10+TA+, AOOODA-TOUARAT-x=+0A,13 Ay»l
OB T OAENTA T% %I AEGe AEE, OT AEC6 N2 G4 °x u° °x OF 35. 35 +
6. 48g/L 06 ROA 38. 764 6. 36g/L (P<C0.05),C0u° °x0E 30. 42
+5.88g/L UWBUTOA 25. 614 6. 13g/L (P<<0.01), 14E%OP0OCY T-
OTAECET 2y%6CA TT, °GuAT-0DT%, "Uke HLD ,T02xa¥%° TOa1!
AUpA»0,"

0<1a"E T2 x" °E+ap0 /0D 0%OOAE -~

@ T1E  T/3-Eud

2¢

T2 x” %€ 2400 (hepatolenticular degeneration s
HLD)ECO»003£E%E«T140pDO0A " «POY22] , OET-"0D»0i
3£0y0A~0A; 1-0U  TOa  AOpExE0™ £+1U0D3A»y T - ¢2j , AU
ECT-pAO+02DT»y £+ 10U, TPAU»%ORECAODT»1EC, TDT , EUlD
»OR%UT T00D2» T-31JEpA  TOAES®! , o0 Ta»%0R0UCAEU
AeEUY 36 TOEETUA®DO» ™ -¢ 0y . 000886 . Naox e oxygul .
copc°x06 R, AAY2As RNLpE TO224+110, "UEL T2 AUpA
»0,7 ., T02+apA AEEECO°Ti HLD »%O0RAEDSY:° 3u £U On
O4uA0B02» - HI0B0» , T2 ETOACOU 34 Ay»%0R0P1021AEOD
00, TT£-70 HLD »%0R , TOAEUTA 1%, N2CA°xp°°x (A) |
COpCox (G) . NaCape oxpuc O%pAO° 1T, OnEp A % ¢E " Uhe
HLD ,T02+a%° T0at!AUpA AEE,

1 AU"2xEAT

34 Ay HLD »% 0B %0 ¥%- AU "2 ¥%° T- "0 D» %i 26 -0 °T
HLD Orr+ex%, £a0pAP 21 Ay.A® 13 Ay, AeAa 10~
34 E&, Bh%0 17.7+5.6 E&, ,u%YTOEQPAAU"2-0DT +é
xy2) 34 Ay»¥0R0DPADT  TTx” °E+aD0DT 11 Ay, %UD002
» DI 13 Ay, 11 4 Ay, Tep, NUEOxaDi 1 BI 4 Ay, Aaxay,.
ATDI 2 Ay,

,TOAEUTA 1Y% 26 %° EAAD +6 xY; 2EOA Aloke SSD
256 DIEUTATAOC, Thi-ApAE 3. 6MHz DD, TOAEQTA 1441
2¢,  TOAEUTAT%100+£AAD +6 xV,OA%Y TATx%gDD, OECA0A
000~ -%,T-0120- -%¥%0OE WP EGDT , 0--%-CUUOERPEGDT,

»UHITTA,, ; LA%OXOE» (ENG»U%SXEOQG ¢ TTa(No. 39570878)

% °2»0 0p 0% g 0° Ef %- 2; N§ ND %¢, Eu, o1 -EED A- B A- 27 ©A
(230031)

EO,8E0£U:1999—12—06;DP»PEOEU:2000— 02— 26

oA * °uTA+o* EQ06-&-

102+ak0-0T214YaEAE, DT, N0O250+DT, E+0!x” 14 gDl
O RAKIDT

EuNé%izé-% - NacaxUpeox  °xp°°x -0+d2E OAE«ED
84 - Y°adYx -OAT -, %~ TB224 °6x0Y Eu» 0C%i2a; N2
Cape oxug0%2E0A" xEATET-Aapg 0% - ; Ao T-2EOA»3Nee O-
xOTUED -01a1aEVAYI 24,
2 OTAE-%-

+¥,x6EE00%1 26 18+1°96, <15 E&pA»Y%OR , 08  TT2£- 6
E-,AGEO 3 "T;=>15E808 TI1£- 8 £~ AGEO 3T, T2
£-OE°T -EOP0OxU3§0A%YTOEN , AAuA TTLTA” ! -%Y%01a0k
3E Z\(',E-'O-"é»/E‘>>/EA-|‘1/2""»/E’+ 0. 25g,1/26Q®2Y\OéD°,+
0. 625g ,EYAR 0. 042g, A-Dg -p00 4 OU, OTAERAEZ©G ,~ 26
V%1280, +8,
3 hald

OTAEGe°6 , TOAEUTRA T%pA+a»" . OTAEC® 34 Ay HLLD
»OR%UETTOT22» 231 JEpPA _TO2+4E0TATY:, OTAECGEUTH
v KEE 2 %90R 2 Ay, 1 %0R 11 Ay, Th+a» OR 21 Ay, A
EEAE 38.24% . %0%i 1.

+7 1 OTAEGe°6 TOAEUTH I%pA+ERT (Ay)

o s

AR 6
0 Bl ABCT T TEOIx o 1apaBA O--%-Chl
p 230+ P AL as =
HAHIBL 2 gpr NOPAOBL e of oeupEoer
HaR0BT 6 5 1
E+0)x 12" gDl 14 8 4
No2a0+pl 11 6

(NSRS N

13uAEAE. DT 3

+7 2 OTAECeO6NACA X p® OX OO °xOnA¢ +8» (2 4s)

AyEy Alg/L) G(g/L) A/G
OTAEG® 34  35.35+6.48 30. 4245. 88 1.2340. 46
OTAE®6 34  38.76-+6.36"  25.61+6.13** 1.6240.57" "

08OTAEC +ERT, « P<C0. 05, x * P<C0.01; 1Al

NaCad A .G ©-A;+d» . +%xé 34 Ay, 0TAE®H A A+T0
Ey .R(P<C0.05),G A+TO%uul (P<<0.01),A/G A+T0Ey
B(P<C0.01), Wi 2,

NaCape oxug0%xé -0+a» . OTAECS OG+E %I, °x p° °x
(M) %° Y COpe°x (Y —G)H2101 200100800 (P % <<
0.05), %0=i 3,

OTAEG®96 24 DjExAOT-+4»" . OTAEC® 24 DjExAOT-



04 o JTCM. Feb. 2001,Vol. 42,No. 2
13 OTAEGeooNACAp® °xugO%xé -OpA+a»~
. G(%)
AyEy ACY)
YEY % a; ay B Y
OTAEC® 34 47.7346. 45 4.6141.83 8.5242.76 12.3049. 41 27.3847.74
OTAZ6 34 51.5248.57" 4.3341.74 7.6543. 38 13.06+3.54 23.834+7.18"

T2 5. 034 3. 06pmol,, OTAE®606 ,ROA 9. 54+ 5. 47pmol,
OTAEGe26+E%I2T010pT008D0 (P<<0. 001) .,
4 10A0

 TOAECEETAAU T-pA0+02DT»y £+ 10, Scheinberg UE
230 0y3£EE TI1-°-A; T2 16~ 31pg/g ,EO0. HLD »%0B
00 ¢E ,R7T 2950png/g ,EOD, 12 CO 0T R OU £4 Eli Oa £,
Deiss UE 1970 A0 HLD »%O0BTAAU I-pAO1 3£3AxA 1y 3]
haPDAEND Y% , ETT2 HLD »%Jux036EG£SOA 5 E&x600, 1-

X", 5~10 E&ngEe TI-+¥°TET-ARU,0TAET-0UT, °0%-A0
Odw¥+¥ol , %o EEEUA, TAAU, Oy A3 TT, °0AOAPPO»UEACTTO
OgpA TTET-x60 06EG, AU 2ET+T1 T0T2 03¥D0  T02+4»0
»TI DO»UEACS  TO2+4, E&O0EOU, TT-pA2»TTET -Afg0y
ESAOAUT-pADT»y2¢36 TOAOOE X 161 2 ATND Y 1A+, OgkU
_TOASECATEPAAAO-OED; UT3AXA, E20®0-0ED{ ul T&»y°l
EyA¢, 06%0 18 3E 0~ -%:+4D0 , 2¢ 08 %% 36 TOAAY2 A8 Tu 1300 TS
$OOEOBEGCTD; OT0PDAY2AGOUTETET-»", TT, 0003610
xCOx , °0%~TjEe  »uEAYC O (OAY+ApEL

_TOABUTATHEC I 28 Tx€0™ 2j +a B¢ To0+ 10 A0,
+8, OEOU HLD ECO0 I-pA3A»yfopi0OA T0a2j+4, %OE0AE
x00P , U ,RUAEUxE 1 0u, 00 EFAENTHA %08  TOaNx0¢D02;
+40D%1 " 6Ce00", 2j+a0ckUpAAAO-OE3AXA, TOAEUTATY
SEHAUOEDO»0 -CRUOEDOO- %, T, Y%oEe T02+4£U0000ECA0A
00+1 T0T21apaEAE_ DT NO280+DT  E+0} x” 14 gDl ol hakU
PI, +%xé 34 Ay»%OR%0+T T02» I-31EpA  TO2+4EUTANSOT
3£, %-0TAE 13 Ay»%0R36T0 AEE, AEEAE 38.24% , +iA+
LTI E-GE U%e HLD »%0R , TO2+apAAex208»0, ", °xp° °x
OUTAAUOE , TOACTSE,  T0a2j +4F+°xp° °xOT3EYEU , piOA
A/G £EOpYoul , »%0ROTAECG °xp°® °x¥ A /G +EOu%IAEC®
A+T006 B, Cou° o xhI ARG Yuul ,  U%e0»2hT14E% T0a1! AU
WA AEE,

HLD pAOTAEO+02ECCY I-0TAE, ruTak0+é2E0ACaAL
°. AOEAD: OTAE, n«vu0P LI T2A+TOpA £-7 010 1974 Ae,
+EOR (2E%1%E+0D0%0OOTAE HLD, ,0%Y 6 TaEy»%0R0D ¢ U
cacU E. o U0D30»a, 11 »EA8  AOTOEY»0T0»-, £42j»uTal-
T%AUO0T , %A000A Ty E2EE, 2¢” " ACCAEE%AT%, I, -AlAD
08 - 00,A800 6»E , »EA-~, 06D UET20+ 0200 T pA  TTLTA
(E-)OTAE, -%0P”6»ET2%y ,%R0DT, -AGE2 CAEE%AT%0®
11 »EA- 00DOE¥OP TAKLEREE ; %63 CR2Y , %2 »E0+EE TY-,

C&,TAOW ", TO U0CATNDY 021 A+, 6»ApAO+023E -0 - ~D°
Re02, AU T¥%a 6380, "U%e £aAA ;000 %0EUAA+E, (EYGEU
1-A&x0003! LAODUATUED, “O»E  »EA- 12»E  %hdCO2Y%0D
“Uthgp 0--0A0,2¢ T{ET 0-,0PAGOUT-"0u 0-%- -a+8AA
39, 1-E£00D°.%3C02YpAANAGX+0A0POGOUAS T-pAAADL,
faAepAlt OA+iA+ A-hOPDA=TOPAAU 2 AEDS Y o0 Gy pAAOAA
T-x=0A 190 +%xé2j Ay¥- TT A-OTAE®S, 24 DjE+A0 T-0F
AEG® 5. 034 3. 06pmol 06 ,BOA 9. 544 5. 47pmol , 14E%
OTAEEOY&»%ORTAAU 0A; T-+»AR30 ,  TO2+431EEUTA 1Y
wA AEE, ;EAUEC TT,°00DT-pA"0A; AR36 ,E12; -OEDT  Té
E«opEApA TT, 201 AUPA0O»0 .~ , . TOAEuxé 1 0u-CEG+A
» E0OA, Aila, -%hOPTTEYER%ROD»TN2ECHAx+0A, 020D 0
OU,TO2+4pA AEE,

L TOAYEEC T-DT»ypAd+02 =10, 02EC - 0D 1% pA 0+ 02
haT%E+10, +%ND¥% 71y 90, TOAEUTA T%pE ¢ T200, +8 uA10
2jOokp ,HLD %-1y0TAE, T02+431E¢E00 ,AEE, 00 ECY
I-OTAEPAT-E+,9TOA Uk TT,_ 202 AU»0 " uA0OTT06C,,
»UTA+%ETuAKA %Y AU, -¢»00p 0% 00 pAGAEE, O EC HLLD
CyT-OTAEpAD» 600022135, Yo TOAEUTA 1%0UADYT T0a
EUES ., AU"22; CeNTO@ =21 EY:° AEDS - A2 YR 0D 000240 0u , To
CO%o+a . c1EU. TP "EE,
2T % TATx
1 NTETARO+#a. TYrx oE+ap0. ©T-E.°2»0¢E%30°2E¢,1995:167.

2 NTETAA,NTDEIT,2«0931,puE.  TI1x OE+4D0OAU 2 -0DTuA362%1%10. Ti
%00%N§,1983,11(5) :288—291.

3 T8DExA,AT « », I0ApDA, pE. 38 Ay TTLx" OE+aDOuA TESEUTA 1%ND %
0D»23-Eu0° IiN§000%,1993,2(2) : 58— 60.

4 T6DExA, 16%3 /%, IDAPDA, uE. T x" °E+a00 , TOAENTA 1% 100+ pA0U T%

w

Scheinberg IH,Sternlieb 1. The pathogenesis and clinical significance

of the liver disease in hepatolenticular degeneration ( Wilson’s

disease). Med Clin N Am,1960,44(5):665—679.

6  Deiss A, Lee GR, Cartwright GE. Hemolytic anemia in Wilson’s
disease. Ann Intern Med,1970,73(3):413—418.

7 Sternlieb 1. Evolution of the hepatic lesion in Wilson’s disease (hepato
—lenticular degeneration). Prog Liver Dis,1972,4:511—525.

8  Sass — Kortsak A. Wilson’s disease: A treatable liver disease in
children. Pediatr Clin North Am,1975,22(4):963—948.

9 NTETARA,°«0%0f , ETA+E%, uE. ODOOOTAE TT1x" °E+4aD0 107 AyA£D§ 20
23, 0p0%000%,1993,34(11):676—677.

10 °«0%0f , 16NW, °a%I0- ,uE.  TTLA-OTAE 32 Ay TT1x" °E+apOpAAU 220

21y EaT0T40°T¢ A, 02EGpAG°Ti. 0D0%OONDY ,1998,14(4) : 19— 22.



