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[1,2]0 BURAR IR YLk 13 1 ATP7B JEK5R
BERM [34], IS —Friiistk P Y ATP B

(ATP7B) , i TR e m /RIEEAR R EE

ATP7B 11 5140 MAH B N A48 B iR aside N Wi
B, AR ARV TN, B N AR A,

ERIGEMEANEE BB [3,4]. BURBRECEII KRR H
THE AN AR L A A

JBOR AR O IR R 22 e 3, {HR 2 By
AIE 2 A HE U 2 9 R0 FFE B Ay o 28 K ot 2k P 15
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FHORH SRV IR AE . BURBR IR A2 JLE A
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SRR /N EE R =% 9], K2 3% HIE
FHEVA+% DU A RIHEER, AR,
RME IR ([5]. RNz EEFER AN\
[10,11].
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FEA AR BB T 95% A EX—1ENL, A
P AP SRR B8 A O RO AE X — 1
[12,13]0 X TR I HEIR B L2E B, @ H %
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FEAR 10 452 A, KEHME MR B H o — e e
% 1 (A) GRADE RGifi M+ EASL IMPRSEBARM B (AT IR e B, FEE s (0 R 2 e B 2%,
Hi[159] MTEIEIR AR A ) 310 5 FFFAE AL, L
(B) H# RGMH T AASLD Seidarath [130]. PR SRR RE R T A, R AR IORIE T SR TN
LVERT3EE, 454 Coombs B 4 1M

A F2VE SR, A R s Hiz W e R ZR BRI
T B, RS I L. AR IR
T IR T2, . .
-1 AEBEHLG R BUR AR IR SRR S (B
| BOK
M2 BEEL o I A 5t BURARI)

. X PRI AT BT R ¥ R

1I-3 E i UX‘ ﬁﬁ\l IV N I E1 [ 2 b &
o S BRECT T R SR FUIHR AT e
M AP SR, SRR BHERTEIERT . HORAI RS M R I

Ao AL RN AT AT, (H- B2, wl
ERATA IR . S JrH,  BEE SR,

R R et

BRE  RKDN T RAERNTHRAR A BERR SRR
15 0 .

PR AR BERTRATIEE AR S B X TR S o T SRR R, BUR
OB BRI, JETAESUE A TS AR B A NAE SR W e B R =B AT RE
g 5 2R R I IER R X A, 25 yE A AEEE

1R AR TR PP RHOR 5 DR AT RE C &, AU IR fee B 4T Va7, (H— B
HE KR, F7G AR BRI A TS A R R AT s . TEY
GEIL, Y R AT A S B k;j@%ﬁfi;%{”g" Iy BEATSAERT
% ﬁiﬂﬂ’ ,u%ﬁ[‘ﬁzlﬂﬁzuﬁco L

R T JBRAR B 5 T T Ak TR R ) 6-12%,

C SO A R R IR . R 1 oA 17 B R AT RS 16,17]. AR K Z Bty
HEE AN ML, ERIERRICAZMH, MBIk

# PUNZREANTR AT RELR 2 B33, AT L, LT 95% HISET-
ol TIRLERE AL 5. DR BUR AR B 51 R BRI 5030 R TP

B — Btk (55 MER R 4. 1) [18]. HEEALR

b DU T A 2 17 DA R B2 V7 8 S A S
a% {5 B (16, o H R TR, {6 T B
VIEHE I [17] % 20 1 (s LA B iR

W1 2R 2, 7 PR R B A 22 M TR 2 s
| % 5 T4 R S — B R B S H SR MR, LRSI A R BUR AR I IR

#25.  FEATME e
NES X R SR TT A RT3 AE ph9RAIE . ;
T N IR e VR PARF S RITRE AL
a2 AR/ R B SR A T 34 1R % 83 R I 0 P HE s R AR AN R P 28
b2 TR/ AN SRR S e S A A7 2% %y ARAVEER R RN BFE TR AIG IR b
& B 5 PO R (AT 1T L i v 7 5 R ST
X — PRI Ak ST S Y 2 4
IES S AIF4 2 1 5 — B B4 5 PR T ifgﬁ;}u ’zﬁfgj;ﬁg %Z}%ﬂi%ﬁzﬂgﬁgg
FITERE,  ELYE S5 51 ol R AT o M e FIE UEL AN BemiANR I R
WS R RE S, FIATERIL SIS I ‘
U 8 7K AR PO A Hh T REATI% G Kayser—Fleischer Coombs- [ P4 ¥ 1L 14 24 1L 71 156 A2 Ja /R Ak TR ME
H[12]. —HIMIGETE R . AR, S0 A I 5™ 5 R
A IR . TR s 7] Rg 23 5| LK BT BRI
JH R S N E T I T A RV, 220

BIHEFI A 256 (12%) HERESIE IR, 7EX
BURFR R B HE T e B PATMER A R s, IR R — Atk R 1R, HATReRE
. mIRL, BHEMFIEZERT RGeSk THErE RIEEBURgIE M & E18].
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R 2 FERT RIS IR BR AR B B AR I PR I FE IR

B3, BEZR[Z%5 k] Walshe, Zi[H Stremmel Z5 A, Schilsky %5 Scott 2% A\, Ferenci, ZIiF]
[157] I [39] N, RE  SEE [158] [44]
R AZL N 87 n.a. 20* 17* 30
(BAHD (>250) (51) (320) (45) (64)
FERER
BOH, R, K (%) 44 14 15 41 37
JEIKIK I (%) 26 14 50 24 23
FrBki sk I (%) 6 10 6 3
HIME (%) 8 3
L (%) 20 10 5 10
JH ORI R (%) 16 49 15 29 17
AMERF S (%) n.a n.a. n.a n.a 17
TIERS (%) 18 5 23

A LIS SERT R B .

$H A IS ALT i B AP RE AL 45 R 8% Kayser—Fleischer ¥£ .

FE—TRARB BRI L) 283 £ H AR AR B
B, R =0 RO RAL SR [ 19].
RO SE Y 732 — B E B AT I 7> 30 1),
FERAZMERHRAE AR, LT HELLP 254
fiE[20]. BRAEIRPR_ETRAEIR AN I, 455 I
WA SEURRI A R . LRI AVEAEIR
R AR, AT DA B R R R A, R
ARG SR AI[21]. F3— 7T, BEE SRR 3
kA, TRt |

PREIESIR

JB R AR BRI TR S APt . AT e
FERPPERIR, ORI E TR, I REFN A
FPRERAE, B ) LA 5 AL .

MNERIL T ROV, IRZEALDL, H
AraEE A g, AWM S SEGERRAK. e
VS HE AT AT LR (D LT IAg A0
RIZsh ARE-SREEZR AL (2) RWIE SRR IR
s (3 BRI A (4 FRIJEISLEETE. 1]
20, FATEAMER AR, RO T RES
AAIE PR FREIR, bR IR " AR
AT o RFAEE R U R AN 3 R, P
SRR I WUSK SR G a] o Jekd: 7 B PR AR e
W SRR AL, SRR AR L
BN A 5%, IR PR R A
TN EHE AR ARG A R D i K E A
ALK AREDG . T AR T TR SRR
AR IR KRR I . & AR AR 7K 8y L)
VAR FRE-SRELZR AL DR EARIN ™
82 1% FE SN BUR AR IR [22-24]

1Tz sz H i R e AT PELSK IR 6,
BHEREARAE, UBOCRAH. &, BEHE
B, EE AR, BRERE. T BN
B, HAR AR AT REBR VR e -

FE AR

AT RSP REIRIR B L, A7 S B S50 T4
ZNE B AR AEAAE IR . KA =20 22— B B3 Hed)
RIDEIIERE . ST BURSR R LEBE, W]
RES R IARCRIU T B, AR AR L phal . 1B 4
B MERGERE. TN [24,25]0 HIGBRERE Bix
COHERHRIAT R TR R,
= PSR HIE . FEh 73 AR AS HE R,
(ESRAT AR W B e Ve S, &
L™ B RRAL, (HZ—BUEOL T, IAFITIRE

AW EAZ 15[ 26] .

ST -RE R EE, WS REBUR
HRIRZHIER, F—MflEEKE 12 4 [27].
T R RE R IR B AT B & AR
FERES, AR K2 HUH R R, R s
EAP S B RG 7E LU A REAs
KL R B R i ST T 4k B B PR . 5
—J5TH, B ARAE AT e AE LA ISR I 58 4 AN F)
[28].

Ho Al R EL

BOND WG RR A EAAE . - 9N,
BESH CREERRIKAE 20 e RA 85 Bt
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%) [29,30]. OAUE31]. WUE[32]. B S mRITE
FIERATAR[33] HURSS BRID REIRIRAE[34] FRARSS
[35] ANEEC IR R [36,37].

i)
RETTINBURRR R — B RA S, K2
HUBHE LT HOw, DSBS T AT VERhZ PR KT

#* 3. 2 Dhawan %5 A [41 & S BUR 2R B 1 TS
FaFR[40].

1* 2* 3* 4*

MyERELT . 100-150 151-200 201-300 >300

(pmol/L)
AST (U/L) 100-150 151-300 301-400 >400

INR 1.3-1.6 1719 2024 >24
WBC [109/L] 6.8-8.3 8.4-10.3 10.4-15. >15.3
HEA [glL] 34-44 25-33 21-24 <21

/= VW, AST BIIEH LMRJy 20 1U/ml CEEZRDD .
ARBATIHR RIS T, W5 PLLARR ESE L%

BORETZOR AT RURS VP4, (RIBd &
JTRHREAE, A7 IARE K O oA 891 [27,38,39] . —
MR, AR AE BATIUS BT TR R A2 P s (17
HIERL, DARAYNATT IR MM . REZHEE 16T
1-2 )5, HIREAMREIE R, KRIRI TCai e T
il WS IEIERTT, WIEEERE, FRA
J&o B—I5H, AT X TR AR 51 Sk
JH 2 v (R S SR UT URAR, 35 DR N s s [H]
MR P B L34 . BT T T TG $ahw[40], 2
J5 4 Dhawan N E [41].1F4rid 11 73 BA E,
HATIHREE, wEesan GE 3D o B
s, RIEMEMRERN ALK, Tt
HR 2 RS DL o R1M, YRTTIF RREE S
WA YRR, H 2RI IR fF X R T e
EAo

XTSRS AR K i, T A7 T

RefHi4ak, H2 5 XALTFIER G B ANRER
W [42].

674

LSt

SPERF R BURRR IO AER IL_ESR BT AT
T SWERF RG] [FIREL,  BOR AR B B 9T
A1 IR AL F 2 W — 87y, RO
MAAAA T A B

A SRR 98 P AT PRI B AR B BOE AT A L P B
W 2% LS BUR BRI . HEMIA, BRIy
PEREIR (BUR AR B FTRE 2 BR 2 9 T N IR, ]
NAIERER T REMRAH . /D B 2 BON M E ia
ZNFEET, BAZ R BUR AR IR, (2 HImAR R
TEON OB BTN, NIX—i2Wr T RE 2 12
Mo

Wik

— ki, Kayser—Fleischer SAFIMIG I iE 4 5 2
M (<0.1g/L) LWLz . 247 Kayser—Fleischer
RIS CURAR BRI 0L, i
HAKFWIFADRIRTTEE, PKINBR TBURFRIRRL
Ab, IEAR 2 HoAh 5 R ] R 2> 5 SR B E KPR
& Can, B SRt 28 MR FHpE A 07 2 1)
RN FLBEYS  SRME 2R A K 2] R = 9 D [43],
BUATPTB ARG 4517 & A 7l 7 (mr e 0 o
71, RS At 2 23 ) 98 E Rl g 5 B0 i AR
HRFE T RIEBE K, X2 HAE VS
H AR 7R . ME VR TT R IERARY, BRIt T
IRZ AR, AT BRI A AT J LIS WAl At
PUARLEIRT A . BRI B A FURe e e, DL,
TERIES IO (5 4) . 2001 4, 1E3ELLEI
ZATINES 8 JmHE brBUR BRI E, TARH IR
TET AT AN R ERIZE IR [44] (G 5) o B
IRFR IR o RGARAE T — A RIF B2 Wi i B2
[45]c ZETUCVPor B Wy ian &l 1 pos

IREGIN RS
i £ R R AR Y A, e

TEAEANMRET (EFEEAD  (HEETT RN
WMV ARBEAAAE (BURIEEE D
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x4 BURAREORE W E R R

i LIPS B fBBHYE
B H BT IEFET  BEHREE BRIEREKE RARFAET
PR 1Y) 50% G 58 43 i = A - IR R
M MEREIRTT - HEEERZ
- RE
24 /N PR A >1.6 pmol/24h  IE%H: (CI=E
>0.64ﬁLmO|/24 h - REEHR -4t SR AE
COLED - TR )L - JEHHAR
- 54
I i 9% >1.6 pmol/L a0 A B € Jy Mk I T AR AR e, R
JH I >4 pmollg FE BT HUEE R JHYTABARER BAIE
- R
- FAMESET B
BT R A TPAE AHE Jir P R P A
Kayser-Fleischer - fR1I& S0%H A JEUR A I 8
% -KZBTORER ) S 26 WA
# 5.2001 3R LUEHINGT 8 Jo IE bR Bk AR IO 2 WU E IV 73 2R 45 [44]
SRR PRAEAR AR oAtk 25
KF f JHWESR R ABYARAR G T
H 2 >5x ULN (>4 pmol/g) 2
o 0 0.8-4 pmol/g 1
P Z Y G TTE ) N 1EH (<0.8 pmolig) -
Gy 2 Rhodanine-FH 4> 1
B 1 JRAA (BRSO
. 0 1EH 0
MiEH S & 1-2x ULN 1
1IE% (0.2 g/lL) 0 >2x ULN 2
0.1-0.2 g/L 1 1E%, {H D-H#E/G >5x ULN 2
<0.1 g/L 2 RA Mt
Coombs- [ P47 P37 1 FEPAN R H G fufAk |
H 1 E— MR g A b
I 0 RATH AR 0
SPPor LRI
4 BE % iz
3 iz, TEBEZREIRRE
2 B/ AT BEPEAR /N

“UnSRJoE BT AT, SO R B ORISR R . KF, Kayser—Fleischers ULN, 1E# LR
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$ A e e Hhe
($E4#5 BEH, KFR, CPL) «

\J v Y
[#not | [#h2a. | pe|FD2 | s
TR
i _
>1.6-umol/d« >1.6-pmol/d*«
v >4-pumol/g
i

#4530
v

P 1B T3 LRSI 43 () B R A B0 B W vk o
[44). a0 JLE B3, AIWHE AT PR Z 0.64 Imolid.

Hof F AR R AR B R, H s 22 G
— MR, (HL U TS ST R AR I B
AR AT IER FERAKT. A— 7, {E—idih
fEOLE, BT mEMEREE AR BRI R
A AIE BT ] 9 K] P 7 A B , L7 R R
A RES YR . KL 20%[K12% A H 3 1 s A &
IKPARAR[L,47] 6

T A W B R R e AR R SRR T
k3 FHTIEER AR RURAE TRAR, XL A AT RE
SR MR FWUTBVIE [48]. RIbL, SAAiAKEE MLIE
i KA R LS BRHERR R AR . — T
T LIS H W5 2 T RTRE PR AT (NI i i
B NBUR AR AR IR AR R, (KT IEH KT
() W B 1 I PE PR TIAE R A 6% o %) T8 /R 7k I
JLE R, 15-36% 3 I & A #E I KP
VG [14,49]. £ B RST, 55 A7 BURFRIK
WEERE 12 MAEEAKTFIEY, HE
Kayser—Fleischer ¥F[12]. 4fxt2tbif g g, A
FH A 5 2 T S R AR IR I TME 1R % [50]. %
WA TR, BRI A A A L B
PRI 78 VAR BOR AR 2 W AR T 5095 A,
{E R I el 7 7 v — R AN REAE S 56 == T R
[51]

1754

EIRAR G T, (HR R IS AR (R A
W A RS IR AERUR AR RIEH WK, 51
AR AR A4 5 B 1 R b X1 ELAT A
B, MG AT REE LR VAR, AVE L5 R
i e B A o 2 BR AR B 51 K 2 s s i
OUR, BTSRRI, S S HR
PRV 2 AT e 2 o
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T B8 e PR LTS 4 7K, T 8 2 7K P
BT, VB M H R 4 W 2R 1 25 A AR R 3
(IR O A) o RS EOSE W (ECr
A RS IMTE S (g/L; Imol/L Iy <
63.5= Ig/L I35 £ ) ek 2< 8 s 85 (1 4541 (3.15 >mg/L
W A= g/l R IEE A4 A E D THEER
[52] . M5 AR A 85 1 45 SR AR WUE
IRAR IR IZT R & b < —[53] 2 TR Z2HRE
RITIERE, IR W 2 200 Ig/L BAE. 7EATA]
97 IR ) o s o A8 RIS [ 54] A 23 491
o, ISR W AR B T RE xR o A R4
W HE S5 B E N BURRR IR 2 i B 48 hn i) 32
] EE T, B A T I I SR RN A B A
& IS IZG R T L2 R AR I T D

PRARFE

24h &SRR B HEIEE W] BB BY T BUR AR G
RS WIRLETT NI . X FREIGITII G, 24h
) (1 PR AR B s Bl LR A0 B i B G
(i, B 24h FIHER IR SRS I 2 A HRIEE 0T
AERAIN S PRAHEE ARy S SR i
AR TNEARE . WFREWRIT FEEIRE R, 5
£ HHEE KT 1.6 Imol/24 h - (1001 g/24 h) , EJ
AN E NEUR AR IRTFS [5]. 200, 16-23% 83
R, HIEZE 24h JRAJHEM BB TEEIK T 16
Imol/24 h, Jui& )LE &3 AJCRE R b 2h 4i ok
[12,14,55]c ER-T (R N B R A HETE S A AN /2 3 [ 56],
G IR ) L2 0 R HEME &5 T 0.64 Imol/24 h Mg
REEEBURREIR . W 24h HHFEE 1)) S,
IR B4, 53— 77 TH AL 45U e 1R
HYe (BE— AR I, XA D
WA RE. HTHHAMEBAE (i, B S5t
JHF 98« A@ IS B R BAR AR AR, R RAT AR
KR rat s e RN ES, MR 24h
PRA|AFME AR HME . 2% A 78 2 R HEEE o]
REE TR, AR IER KCEIEE [57]..

D-F BIRIT G B R HE B WA N 2R w A
Wikt —. BRI 2 H e xd) LRHEE bRtk
b, KA TFAAT 58 C R 500 mg D-5 8k, A& kSR
Wife], FAE 12h J5 (24h JRIGUSCEEIHTED Wl [58].
H AR B EA L, P asE A SRt .
JR R MR AL PERR A 26 A vl , #HEM R I 25
Imol/24 h , W& KIAFEHEZSR. £XLRHE
HEPTH LIS A SE R, AT R A AR UK AR
P TETE S M AR 2 Wb AE, (HR X THERR
E IR YL BB UL IR A S W AN T 5E[59]

5HAM R JLEAA L, D-7 5 ks & i) R 8UE
HA 12.5%. %R, Dhawan % AT Nicastro 28 A
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PO BIE L, 187 0.64 Imol/24 h B [ R A HE
HEERME (TG D-HRE A0 PTG It Tiks: 25 1 R
FE, Jois BT R A D-5 %2 gk AT i RS ko
[41,45].

H RO B O AT BT, (HEIRZ
TS (R T 2 R T ASF 5 B AN ) D
B IR 2 (] [12,53,56]0 PRI, AN @R 1Tt
IS BT N BUR R BRI 21

JHT S5 AR R R

JFF RIEA U A R AR BB IR R Ao SR,
B B A AT S e BN AN 10% B E R
JRI AR, X A R At AT T A TV B AR AR R,
Jit LSSl BV A VAN A BE HER AR R 9747
b, AT AR I T S R A R SR AT IR AR
P2 W o AT e 2 H I e s 2H 28 - s 2 3
TeHRZS I . A R A 12 1670 75 REUA R
SERFR T T . — MOk UL, FAEAREMTEE, WE
VERREE . BREE D Lom KHIVER ZHSUSHE T4y
Wr[62]o BT REFEAT A I G AL A HEAT 4 & B0 T
ER AN RFEARIRN, WGE R RS FFAF TS
& >4 Imollg T E BN AL R AR FOR IR e AR
2R YE . BB 4 Imollg T HEREKE 1.2
Imol/g T, W& & RBIZM 83.3%H s
96.5%, [RIFR AR AT HAZ (95.4% vs. 98.6%)
(28] JFF S5 1 R B3 1) = 2 ) AE T, /R AR B
M AR, FEAE AR A e A 5. BRIk, R
FERER, TTRE SR A BLIREE . K2 18% RN EH,
HF SRR BEAYAE 0.8 -4 Imol/lg FE 2], HEE
HOHEE LT IEFEVERIN [28]. 4£ 1) LEHF 7T
W, SRR AR WL, DABUE A AL e T
IR AR IR AT 52 [60]. 55— 5 T, KA IR
ARAR R, FLRFAR AR & B T RE i sre  TEAF R TR
LR AR, I8 AT AR I AR /KT 55 35 1 =
WERRE ) LE LSS [61].

JHAHZ

BT W EM, SIE R RN R 22 5
1B o A2 BB S a B 2, TR
T ERATIER [62].

BRI FIE 4 2128 S B s A2 B D AR T (/)N
R AR AR ASPE) o FFFE i okl A B A0 )
H I 4H MU IR R4 [62,63] o X LA H RSN
LR 1 ST (NAFLD) B8R G 1 g 107 28
(NASH) . FFvERE AT 2o B 5 G i 2 CRPRT
TEB MRS 28) WAL SUENR R, BEERT
SERPESIA AT R, B G 2R AT 4E LA
oo RE 27 410 B AL Wil R A [28]

JFFHEE I 25 2% 35

WA DB BUR AR BOR B BOA T EE, B
Z PR ARAE]S,12] o 7EDRBUR BR B 51 R SR T 3238
THOLN, AR AR, AFSEmvEiR b, 1XeHt
TEALTS 5T B SR AR . JHARE T2 St
S IR) ) S RFAIE [64]

I AL SV VAN EAT (TR A AR
HARK, JUHAZE I, B 32 B T4 o
i, SERMEASGE R, AU BRI
AN [65]0 FEAR AEREAL TR, /)N ] R 35
FAAAIE,  HABACHT 4 a] )& AT 2 . 4
ez ERAS R, ACRHERR T 8 BUR AR .
TR RAZE S PR ARG, B TR
HARLLA .

HERAZ VRIS, FFFHERE AR BB S A 73 AT s,
R LIRS [66]. M S5 RASR Lo AR /T
TEARA A FEFA R FERE A R 5, 40
i SN AT e A B ) 200 A o % H AR AL B A 2k
R S g ik, WA YK, TRk T EIR[66]. Tk
JE AR,  IX AR I A AR A A2 R AR PO
RIRFIRIPIE » IR RIS, T 1A P 2 2 UL
AW AR 73T 2 — 0 T B W T

P2 4 RN R I P TBUH 515

X RER R A T R 7 B R, I
HATHAEVETENY . WRITRTEBURIT FIRE AA, Mok
EARPPERIEIT, AT

PR NE B T RER I IS BN 7 8 1 I SR R
fiE, ansk JkERG . sk CHERBR B B R
PEREAL, FRPEREEANA S R A T s Ak
TER BRI AR 7 ERE T 0 22 5 LA AN R AEF)
HIFER, IRRIGIAIER RXE. SR, wdeA KT
H IR MEARAE S L BRI A NE R . Hriade
W T — IS — 1 BUR R K=K (UWDRS)
[67,68].

A HEFEIR (MRD S-S Z T e e
for HH R I 28T B2 R i [69] s LIS SR
FERCAP T X TN 2 % G ek T2 MR
R E . MRI A RS T G AT H IR AR X . S
SRR T ixee X sk, Hofhm s a . BURFRIK
I3 VRFAE I S5 R 2 — R “RE IS IR AE [70,71], {HAZ
AE DB H G FRIL. B TIX—1E, T e 5s
FfEty (35 CMP) % E, LA IR &R A i
297, AT, 39 AR BURAR IO R RER
WREFTTE[72] o FERRAEZ AT, —LBE M4
HETRAERERE [69].

Fd AR 1 [ 701 R0 B T R ST SEALIET 2 B8
(SPECT) ZH AP 5L AGF AN FAG I /R 7 K
I B RR AR T A A, AL RESE FTRE P PE AN
RITIZ A, I BE TR A M AN DA A ek b L
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Il PR SE B A

GRS [ 73] o

RS SE (TCS) A SAZR A= i e
Wk 2, HER MRI bR %3] AT
[74], AEZDZ0H— DI MLAIA [75]

W 75 A FA A B Td sk DhRe MBI FE
AGEIT B 150 [76,77].

SRS

BT AR TARAE 500 MEL L, EES T ikHE
IR EE; Br 7 DRE AR A2 2 4, o
FEARAFART W8] BIP, REHEHFHZE S
AW A, EHNMARRRE) o GatEsT
WAL I A ZAO I (A4 RE e, XS A
SeBRo BRI, KT8 IS W AEUR AR R R R
U, BT ATPTB ZEDNI> T LR & B, AVE
KN T WANZHT, IR TR A R LT A .

R, ST HE R e S PR T L B T R AR 7,
AR, HIGIR FARAH . 280, X— %
WATERZ NEBIR R AT 838 Ny, A e
SEEL (Gn, SRR H1069Q [79] T X -441/-427 del
[80,81]. ZE4 R778L[82-84]) . FEXULHMF, 2
AU TERISCRRSWT, (RIS R A S KA 12
S50, BE DNA SR AW S, dnkeis )
REHE WRAZRBOH KR, KRR fee
BABT .

JE R AR B SR T s

e EL R AR 1R TR A2 JEUR £ B 51 i) sk
JFaE s, FONARETE2 B T, L
ETRAEH o AL SR A, Anma i R
(AP) | MHLLZAMIE R B RS, Al DUk
58 B EUR AR R B S E T R 2 187 [85]. AP
FES BBaERAES 2 /T 4AST 5 ALT %
Jy 2.2 Vb, AISEIL 100012 W7 R AU AR Sk
[86] SR , JX e &5 L oy FLAATE 575 i 5 o IR U,
T R S R R, WU 1% FRIX L2 4,
{EA I 45 A AR LR AR TR I LA AR E R IR o
ARG PREIR L G 8UR %R IR 2 W2 80 (i 5
. ME RS AR A REFI =, H2
T2t R R E ) [86]. W AT REnk B/
Ja COHNER & & AR BRI X ICRERI S oh
QHIRBEATIR A, 2 A8 PRSI AT

P& i

Xt IR R AR IR IR R, DA LK Rtk
ATOmE, DR S of Wik oA TR 2 4k, R AR I PG
JRH LN 25%.

JERREIHRITLE N 0.5%. BEIRIX— KRR,
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{H2 25 FE R B/ R AR PO TE 7 S R M A2, iRk
BE N TMT ATPTB KT AR, BER
R MR i T BEH IS A S 4T o, (HR RS O
FARESE) 1 5t S Gk mT I 5 i AT IR A

TR S AR ARAG Y, AR 3 R ARG
o R AR 280, R AR T3 T RIS T
X — A3 AT SR A K Z HR 2 UK AR PO O Sk iR
FIATSR, T HACREEXT ) DNA. 285 iRE
ATP7B i B “H A = HR EE R, e
T5 S FB RN SR B0 ) BRLAAR TR B O LA
PR B AL P I A AT T 75 oA 2 B (1) 4 B ARk
HRF [78]. BHERTIE D HER AR SR Ak
Ut SR U R M — PR T

I

AR 29T I BUR AR B, e (s
D-5 8 HEVT. B DUBREHRG A 3R .

—Hife, WFHREESRST. MGm R ILE
AT A DAY 29000 BR AR BRI AR 77 R
b, ARBERATZ AL, ATIEYE. BN, xRS
EEBE 1R [87].

D-H# %

D- 7 B ] R A P 16 2 B E A2 e 4R )
PRAEEME, FF HiRim i 1755 & a5 1R — e fEH
[88]. k57 EIEH Jy 750-1500 mg/H, 43HkEk
—IKR % . )LE R 25759 20 mg/kg/ H , K#) 250mg,
R IR =R 2. B TEYaiH D-H5 &%
WM, M a2 R LN IR . 34k, BT D-
H B ST e R B6 /R, MUT 25313
et & B6 (25-50mg/H) . D-HEHEE ST
PR JR AT BE[89], H H B BA — 2 i e e b 1E A
[90,91].

WEITHAE], RE R 24n SRAFHE R
WITMR . JFHRRIT 25, HetkE = e i,
A fgx#3d 16 Imol (1000 Ig) / 24 h.
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2 1
n SR TS B R P S o Bl e A 2 s

15, N5 BN BUR AR . BAE IR AN BN

HEFR R AR B9 FAKHE o
GRADII-2, A1l
AASLD 125, B#%

R BN R R IR, A ek p
ZNEPIETR, T 25 FE N BUR RR G -
GRADII-2, A1

AASLD 125, B%

I 12 FH AR SR A BN Dl i 2R BT A A 94K
Kayser-Fleischer 3. & Kayser-Fleischer ¥ A~gg HES
JBURFR IR I2IT, BPAd R 2 3 ZEER I e M o
GRADEII-2, A1

AASLD 1%, B#%

Pt etk BUR £ O BB TR T 21T, N5 R
BEATHR PPN RSB AR A, Sl R RIS IRAE,
H BB AR AR B 5 R PR PR A — B 2 AE
R EERATPFN A — 70

GRADEII-2, B, 1AASLD I3, C%
JOZA6(ER HLT75 7PV R AR B2 B e
Wz —o IEFKPRZEE— DT Y. IEH
P L4 i 2 R s BEHE PRSI

KHIVARTTI, e BT U AE 2 4EFFIm RN
SIS A S RAF LSS . HRIRITE, S EiE
FATRES NR. JRAHENENAE 3-8 Imol /24h iff
AN . R TIEBRIEIT I3, D-5 #ld# 2 2 KA,
PRAFFEM-E N Y 61.6 Imol/i24 h. IbAk, JAEERES EE
SEA I G R EoR, B RETT, R
A4 SIER L T[92]. D-HEMEAP KRG, R
HAHEM R 1.6 Imol/24 h TiH RIS MIETT (ixie
AT AR I B A4 S HKE R A 15 g/l LD,

D-75 Bl P 28 B B gl sk IS, e 2%
RGPS XU [93,94]. WSS D-T 5 1%,
FRlcE 2 A TR 50% /e fr. — BRI,
80%[1) D-H &S MK EA ML &, Z 5 MiEh.
80%VA L ) D-F & s W R SR, Rt 22
177 /S Z0E], (HREHRAAEER

KEWFUUESE T D-5 #H TBURRR TIwiGT7
I RLE [95-9710 X THRER IR 8, ATl
Iy RE AP AN ACREAR ) 2038 — MBCAE VR 97 3 O i
2-6 N HARLUKE , (H2RE— D R AR T I
BN AETIRT, 2 BUIEZON & 23,
¥ 1E¥6YT 5 1-12 AN H A .

JFFHEE I 25 2% 35

GRADEII-2, A, 1

AASLD 13§, B%

BIER B LR 24h JREIHEMEE —KTE 1.6 pmol
DA ko XA FE LI, 2k 24h JRATHE
e, SUEEEEE N, FEICEIE S 0.64
pmol/24 hr LUF, AT BexS JehE IR & & A AR A H
Be RERZE, JF B 5 HARH-H BF AHES.

GRADE 11-2,B, 1

AASLD 12§, C%

JIT SEZJof P & Bl 4 pmollg. T 2 B {5
B, BRI H A B ER B, SR AT
RAX—E R, REWRTHES, USRS EIEF
(<0.64-0.8 pmol/g T ) J1L-F-5t il LAHERR BUR #R I
A2

GRADEIII, B, 2

AASLD 12, B%

A PR S35 o ik DRI PR et PRI P 7 ¥ e F ) R
B MES AR T REFF TR . X CRIRAZHEAT
AR5 L 6 B AR TR A A% A K AR B JE o —
ORI IR A ) 3 2R

GRADE11-2, B, 1
AASLD 125, B%

X TR R AR IO BB, IR R N
18, R = 4F 5 tH AT il 200 BB R [97] - V8
JITHIEM B, B 10-50%4 D-HEMATTHI B
s HARE RN E . 75— TUHE 6 &5,
B T JE IR AR B SR ) = AR 97 b (D-TH 8 1%
mEYVTAREE) , EBE MR, H3%
4 D-H FIEIRIT B, £ 13.8% HIEEZET
ANRFEM[27]. D-T5 Bl (1 5214 a5 2 38 75 =1
FrofT AT REdEE, M 125-250 mg/ H A 46, & 4-7 K
i 250mg MY B, )& 1000-1500 mg/H,
5y 2-4 WHI . R 1500 mg S EL, AlfEs
FEMEMEERYCE S, FEHRATHER . KT
TR e {5 2RISR ) £, A SR =T H 24 34T
YBYT, M ATRE 2 5] EAS AT s 2 AL

D-HaEe R KERIERH. KZ4 30%[H) 3
KA T 5 BAE AR ™ ERIVEA[95,98]. ¥Ry TT
WEEIET 1-3 J&, "IRE S I R IHRUR M R N, B
FKHONKREE. BoE. WRESEE. 18 ik G 4up s>
i B /IR el D RE DA R B R

w2 AlRE VEAT ™ /R D B 4 AR
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Il PR SE B A

PEf AT . IXEAESL T, N RME L D-H 5
Fia T o Ja RN ELFE'E B, @ E T RN
F PR BRI B A B 4 5y, IR A I It R AT
R4S 1L D-H 8 b . Hoth J5 1A I BB 2L BRI RE
CREAE, BERIUNIMER & AR AL TR 1,
It B i = D-15 B A R 697 B UR AR
B0 M 2R B AE . WFFE R w5 10 B Ik E el
F B3 AR RN 2 FL MR M2 SV PR [99], BAK R
BRI, R &R, DO %%,

W HEIE R W, BFEE . FJENTE
J1[100]. Z WL MRk, REEREH A BRI
FEE AR 8 o JRIT B I R I R R UE
I 375 2 A AN AR WG B 1 45 A KPR AR [101].
RN BERTT ] e 2 T EUR A W R 44T A
PEE LA I

fih BT

i BT (= 20U e — R e ek 2,2,2-¥24k 04
) H 1969 512, 18 D-F&E&Z &2,
MR T & —Fh S, b2t F A RiGiess, 5
D-H&EAM. A, SWESERfRE
ZEM, WS BE—NFHAN . 5 D-H5%
e —#E, YT AT L RAR HEE

Wb T it BT 2R3N 1 R e . &
2B pIERR ISR 2, HRE AR A K S
1RZ£[102]. RFGZ) 19%IF) i BYTA 8% %Lt
B (L) BALIRBHE o R, Ak
Ve Bl PR R T HE B 3 T [103]. 5%
D-H 8%, MEITENEE AR BREAE— e g
W [95,104], HHIEYTFN D- A& AR AT LAR AN [H] (1)
B AR AR [105] 0

i BT () — f%) B 900-2700 mo/H, 43 IEIR
=Wk 2y, Hirh 900-1500 mo/ H I F4ERHEIT
YT LEEE, MARME AR E, (HE2—KH
25778 20 mg/kg/ H » K% 250 mg, 2 73 IREKL
IR, MEYTNAEERT 1 /N 5 3 /N AR
F o Un SRR, s A/ FH A8 s RIS R FH 2 P
DA . Bm =R, KIEF BT aThe
AFasE, XX T HRAT ZIR IR S 05 H (X ) 2 ke ik
P 151} 18

2T WA AR T BURAR R [106,107]. AR
it BV TR AR L TCVA I 5 75 Rl ) B AT, (H=
W ORI, ERWIRIRITIE R AR, B R
IR RAE AR 3 [108,109]0 —ABLHEK
2 D-FEMG A RN, R TABRIT G
MaFUE, JEHRIETr A SRR

680

WrFkd, RV IHE S, MR
I, AEZANI D-F 8 i R L. il BTk n]
PAEC SR, N S SRR RN A, RO ST
RIS RA T, RV ERT, RS
-IBURES7S I EA A 08 G S P S 5 G L= e
— L RURKRR O A 22 R TR T Ja A Rk AL
PEARIGRE RN, AH & IX e £ 35 LT Al £E LART A8
HI D-FEegif it S fhE TR T X —
S SIS AN AE -

TR TE o e B T & 24h JRAVHFHEE (1
1E¥6YT 2 RJm) MHEHTEEE A5 G KPR AT I
.

VUt pH AR

VUBREH R E: (TMD) J& —FhaE R ) R 7.
™M & 5SS EY), 1ERpE N SR, 7R
PR BEAS A0 DA i e [110].  TM ] E#zr]
TR PG R R AR [111] BEAIE T,
T™ FtEEM & B & A bR 2, HERmEFIE T,
BT A T EERZ A, DURREIRFEA [112].
TM B8R FURSEEGHEVRYTY . T b I SEA R iX Fh
Zg¥). FIHACALE, EZIRIG RS R A R .
T BRI RTREET AL, AR A N e 1k
IR AR B F VIR PUEIET [113]. BFHLLE TM
HIT 8, HHHHTERRIT o DT R A,
TM Bt 5mZ0 (1) B AR 45 o 72— T 156
TM o] B3 B aph s il S K, T ihEyT.
DS g e S S I Y VA et UR L E n ) i) B
X AT B L O R KT R S T e . HiAth L
PEIE T ERX —Ih, BRI EAKRTT eSS Em
ZVEREIRSEBAL [114,115]. ELERIAS R SO H B 5E
HI116] FFRRME[117]A0d AR 2 M ARG I, 5 8uqe
ZHLAERER . BT TM T2 FIBRSIER, B Ef
PUMAE AR DR [118].

N

£

FAE —A-thad N8, Schouwink 7E 17 2278
UAE PR VR T BUR AR IR [119], ERTERNLEIARRE
SRS S SAREE = a7 W= 7B RO TN
BRI R DR EEERE N, X FES
KMEREH, NWEMESEEST. SEmEAR
B e AR A, et de S5 b R gn ik
TEERISS &, BEm P LN B I A . —
BH25G, M JeiE BRI, H 2 2xbl A T )
IEFAHTEAN S HEH [120]0 B T4 1048 MR
B W NB B e, ERRTT v A
P, BT 2R [121,122]. £HIE AT LLIE
1 S T AR 4 SR A A KPR R A [123,124],
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5t RS G, B L TR A

ANFEREESE (BRRREL . BERGER. MIMIREL) #T
AILME . #GREN 150 mg o EE/H (50 kg
PLRJLEAR 75 mg) , 43 =R %, a1 30 435
JRH . BHT A SEA FIMBAEIT 25 AT
Mo BRI, EEGHIHRIEERIDIRL, A AR
FZint ] H =X A RN E R 52 5 . 5t
PR S, BRI AT ZR, HATRE S
i 52 . 48 FE IR R R W T Mk [125]
BEVRTT 78 43 1 T d ash s PR AN AR ) A2 e DA S
& 24h JREVHEIESRIHMT W, R iaTEL T,
PRATHEME MAS T 1.6 Imoli24h o Bt4h, AR
H 45 & /KPS & A BRI A BT R o ASE
SEREI JRAEMEE:,  DLAS: 7 2410 M

BEVRIT IBIE FIAR D o B IO B s WL F )
B, XGRS e L . BT RER A e
FWER, TR AR 2 . AR IS HE BT
SR AT RE 2T, AH T PREEE PR 58 2
INRAEMER . BFEHEIT T, PRV IR 5
ANEI[96,126,127]. MANE RS FIREHAITN T 5
INRESZ PR B R TS 4.

KT EBEIRYT R Z B R R B T EX HRAR AT,
#5578 17F 75- 250 mg/ H 2 [f] [87,128]. fE¥RITE
BZ I BUR BRI, B 17 BUR AT REAS N #E&571),
AR IX T TH T A0E A IR B 245 [129]. R
H e B B3 V4R AT, (B ] LRE— 697,
TR RECERAT B . Bk, #HUTS
D-HEM&FIFEA R, AR SZ A [96] . &% B,
IRFR RN BE AT R E LIRS s, &
B RIFITA122]. BAREE RZGIETT ST R
IR AR T A8 2 RIS TR I bl o AR kA 2k B e 4,
(B PRI R AR DO BB R B AT A, PR ke
FREEF TRIT I Re 2 S BT B, B 2H—Wi
R TAET[127]. FrEL, AR E0R £k KA )
BERLZGIRIT 252 o TEMTZE, 17 AEIRIEUR
R BEEERTT G, HAREUIRT R G 14
[128]. MR PEE, FRAlEERTT — T L
RAF, HEFERICRAKIEER, 1RSSRt E
A Ko PINLIH IR BRI B it e 3 1 AR
RE, MR EPEBUR R IOR B KRS TH
SR IR AS . 288 v 4 [T B ) jal /- AR I
BEAANFNRIT RTINS R, &S
FIRNEE ERIG YT 4 K ZH B FHH AR . SR1m,

GFNETT B 55 T 1T AT Ak [129].4H
S FE—TET X 164 324 A7 BB AT I DS T
TR EY 5 D- BIEIR YT B AR IS R T AT 2 5
[38]. BUATHRFIEIL, FTAAREIR FIBU/R AR B B3
MGG (EERKEHETT)  [130,131].
BEVRIT AT N At B I — 2RI &

JFFHEE I 25 2% 35

N (LNEPNIRES

PrEMT, FERYEER B vl UME NG
J7 [132,133]s WRFLRIN, BURAR I B3 I iy Al
AR 2 E AKCPEAR [134-136]. AR5k,
Mg R ENINE IR T B, AREIREE T
TEOUE BTG, E W JCIX 5 T R . A — I
WA IR, FUEATEk = Sl PRRE IR ] JE B [135]

ENYIIE TR, B R B AR T BUR AR B
SUR KIS —EfFH, BEOAERD 1 ik
FAmfsET:, Rimikem 1 ATP7B 8= iR HIAF
WAR[137]. SR, N TR .

AV TR 4-R3E T FRAN 1 R 1Sk
BIT, ARAMEIEE R 2 ATPTB RAGARI HEH
Tk, XA REARBUR AR IR IRYT IR ng, nl B
Ham ATPTB FRAA ) 1 Fak F 5k B A HERR v 1
[138].

HAh, FEEE—MEBNPUELT, —fE
WEEME RIS IR [139]) 5 AR NEEESH K IE
YER [140]0 10T BUR AR I B 1 R &S B ]
H.

FFRERS HE

Xt T DR R A EIp FIT 25 St I i s R AR
PERFRIfL 2, FFRAE AR A BB [141]. BT
A DA R B T REAE, JRALAFREAE (OLT)
A A IE3X V5 £ [0 j. Schilsky 4387 7 35 E AR
33 D7 BURER I 51 R AR PRI fEA AN 21 A7k
IRAR 5| R (2 a2 v J o8 Bl AT i) 55 BiiT
MG [142]. OLT JalW L 2 7 2.5 4, &
KA 20 4. 1AEWHEIEERN 7%

AR EE KA T ARSI E, 39 f7 (16
7L, 23 AN EE AT 51 45 OLT 7EVLZ%
BREESE[143]. R BAEAAE RN T3% , B
TEIEHRN 79%. FS LN 1 B 3 -9 58 3 ) A7 2R

(90%) LT 238 B (73%) o AR )E L
M (R T raRe O T, HARERER
££ [144-146].

LI ST 75 S e ST BB, AEimR
LN, AR ER . SAETRIELE
fer BKATSARE N 20 4. — U IRIOEE BT
R, T OLT HORMZE MBI 2 I 215
bl [145], 48T, AL2h OLT J&. ALY i
W2 PRI IRAB L [147]

TR
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Il PR SE B A

FCIIE T B BUR £ IO 2o R 3 nT LR
[148,149], BEHMER, LN —DFEHEESEEZ
THIJLEEN 0.5%; 1XZHIWT AR B SRR 734 4
PRI, B ARSI 1% S . BRNT
D- Bl S A — R INHEE, (H AT 257677 TRIR
Bl 2

A IR R BR AR O B T aava T M ALHS 2

A7 (D-FHEAZE YT o HEYT ] BEfN 52 5

it
GRADEII-1, B, 1
AASLD 12%, B%

BEVRTT ATHE SR S 1 — IR T Iy
GRADEII-2,C, 2
AASLD 1124, C%

REPRAT FR A B 22 P R HO4E Rpia Tyl il
BT TSE

GRADE II-1, B, 1

AASLD 12§, B%

KRERIT, ANiZEIL, BAET T AR
GRADEII-1, B, 1
AASLD 135, B%

S BT, TE N ISR EEKT, i
RIW =S85, NATENEETNGT
GRADE C1
AASLD 125, B%&

B NI S R R Rk, e
RIBTT B —4F

GRADEI1-3,B, 2

AASLD 12§, C#%

PR B/R AR5 R T SER08,
King ¥4 49 11 4y s 7, MURLHEATIF RS LAy 7

682

R T RERTT o« — I AR IR T 83 ALBUR AR IR

Wt CH— AT RS 24 1) 161 il A%
(a9 BRI L, XA L 1 BB PR 2 A R A7
T D-HEREIT, 122 A AERE) LA 119 £
IEH[150].

GRADE1-2, B, 1
AASLD 12, B% [41]

RACEE ML B, B W EEATETT oM,
T SR AT R AR VR4

GRADE11-2, B, 1

AASLD 125, B%

YEYRIAIE, AREEBUR AR ICINTRTT , (H 2 B
/b D-F B A T A 245 771

GRADEI1-3, B, 1

AASLD 12§, C%

XTI, AT I T A B
JFFREAN EBRbREAL L2 | DhRES 4. 4 i it
BRI tirsr, DRSS ARt a
EDREMIR

GRADEII-2, B, 1

AASLD 12§, C%

IR YT A IRVRYT 2 RIS, RI#EAT 24h JRAR
AREIE, BARE . Y5 R0 R 45
AT DU T B A A% R T T R 57— i
ZH

GRADEII-3, B, 1

AASLD 12§, C%

CHFIE 24 5 2012 4F, %5 56 %, %5 671-687 TL



R 2 R AR — T BERIF 7 R N B sk [151]

X— S EYT [152]808E (1491697 B il
FEESEM. R RZ PR AR MR, Bk
Tz, MAREIE. I ) LB K B R e TR
B, R YRR > D-T B 2G5
FEALEREANGE G HA P 4k SR AR B VYT 17 3T
HEMI[130]. HAREVC Ny, WEgRmG HHR 8 A7) 2 8
%7, 9 300-600 mg/ H, LA S LI HRAE LA
S BHIIE P ANA U ARG 45 0 i E A Te 4y [148].
REBAEEETT FEATRELESR, BAREIRE
i D-75 B 6y T R EREAL ISR A% T B AT AT 1)
fi[153].

BRI AT — MR E I, (H H AT ek
XK TR VEAE 7T . MERCER T BE = T-PUARYT HiHE
o R L R e A I, G LI R AT R R
Hn [154], B ERIABATER[155]. R2ZTE
B G AE AW, Bk, AR AER £ L
L H g PRI AR A R R 42 [156].

(Estie
Al R SEEAR P S 5 & CAE Y], AT

N5 BRSO AT BEAT R A AR AT Mk A AR AT i 2
K Fo
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