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[Abstract]

In order to help liver disease-related clinicians make reasonable decisions for the diagnosis

and treatment of hepatolenticular degeneration, the Inherited and Metabolic Liver Disease Cooperative Group of
Hepatology Branch of Chinese Medical Association organized relevant field domestic experts in 2021 to jointly

compile this guideline based on the clinical and basic research progress.
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GBIFs, —LE =450, BITREFBHET (1A).

9. AST/ALT > 2.2, ALP (U/L) /TBil (mg/dl) < 4 7T 1
J WD P 3 ALF &9 TN 48 4%, & 2 BP & ) WD 45 7 A 42
(1B).

Ju. IRIT R

WD IRIT RN R RIETT . MRIIGTTFIZ A I6TT

WD S 0 JH 25607 st 4 (Rt e, A s
PTRITI R, WRYTRE, BIEER, fUE e, WD —
27, WV RYIFRZYIRT. WD BEXTZY) RO A&
ZRNK, HAlibEAEG A WD BENIEIT Y, MR
P BB N DL RIS MR IT T B . BUIRIT ANRR A IE AR
B GG, BIEEITTRCR R, WARREZILIRTT, EASS
BomtE A, B, ERFES,

IAEWF IR 45 SRR, 24 80% ~ 85% HE4ZiAIT I WD
FACIITIUS BT PRI A 2R A (1) T W AT R 15 L
Wil e AR YUY IR RAIE, R, Wl ieE, MR
SRPHRIT .

WD g7 iR bl BEHE FAS R AL, AN S % 2R
AL VT EU™ B G4 RL, JRY7 IR v 250 B
BENIT. ARV ARME,

WD JRIT— o MRIGTET T MAERRGTT, (BRI I0™
L, R 6 ~ 12 HWRIT . BRI A
AfFEbR R TR 5, BIRTHE ALERHGRYT .

(—) 259897

WD RS 259 7 MRS, — R bR g HE ) 2540
RS A s ORI 2 . B SRV AL
AR, (HZESRR RN E TR, S Y 1T

L. SN PR A 254

(1) D-H8&M . D- F&EM IR B0 IRE
97 WD 25491, M 1956 4ETF IR Im R I A, H Rl 2 iR 97 4
W —2%2, ERBETEZENA RS, D- FERRYE
W, YR BEL ) 40% ~ T0%, KEBAEATAE £
i, 80% LA R 254 B FE AU 22 B EHERE, i
1.7 ~ 7.0h, D- M SEEGH, (24 MR HE ;
o] i AN R B A =2k, SRS O e IR
JFEEE, BEXS D- B R B B 2 A 2 Rk
I AR AN ] S8 3 2 AR IR YT

EMWIE - &R TR MIGIR R WD B, B THIG
TG 2 RGN E ) KU o, AT ™ JE 2R Y A
I

FE KR R A TR . /N R ]
KN H A 2, AW R 125 ~ 250 mg/d,
4 ~ 7 dHE0 250 mg/d, FHKFE 1000 ~ 1500 mg/d,
AR 750 ~ 1000 mg/d (810 ~ 15mg - kg ' -d'),

T3 G RRZAREERRH A PR

5 AT VO - 112 1 0 O - £ %'X“Wr‘ﬁ?z% Menkes % MEDNIK 25 FREJLHOAFAEME  BiHER st e
’ {0 Jis * EEE ™ kg BHE B Fefuhpicn el "
oA / ATP7B ATP-binding cassette, Ceruloplasmin CCDCI115, ATP7A  Adaptor proteins S{kfréfid & )z Solute carrier
JiiIH sub-family B, (CP) TMEMI199. 1 gene-complex  BfEHZE (5L family 30
member 4 ATP6API, subunit sigma A AB] member 10
(ABCB4) ¥, 4 1A (APISI) i) S&nThE (SLC30A10)
2 LiES &
AR AR AR AR AR HF XR AR AR 1] AR
IR AL
5 + + +/— +/— - + + +
HREEREAR - - 4 4/ + + = +
MyEsEEN | EE/ | Ll | l l 1E#H IEH
241 BRAf f IEH /1 E# 1 | /IE# 1 1 1L
JiFl 1 E# /1 5 1 | T T 1EH
AR K-FH®H  + =74 = = = = AN =
SRz NHAGREFIGEORIFINTY  BRAEREL o ARMREfenl . Bk, R ZHREHM . 8 BUENhE, % ek, 1REm
TEYRZ W HHTHRBUERR L s FA R L3 8l wlk, H il - B TEMEAER s Bl HHCRIAT
B A GGT 5, #Umils BRI, AL kE8s & HE-# AR . IR
MUALP A s P IRREL T %, Pt 2y - falkh BRI
LUiEE . 2P frikmes -tk ZNE
R AL, B MARE, AR
EILCTIEENT SEOTGE IR,
{180 ei A R P etadl ALP FHiy
g LR
ot 2B, ATRE B A R SRR SRR, DA ABCBA SEH B (EF TS R BE 3 8 Sfdl o . 2, DA

SLC30A10 FEH S Al s CCDCLLS + LS a1 115 s TMEMI99 .« BSHEE 1T 199 3 ATPOAPL . ATP Jiff 6 #4158 &1 1, GGT . y-
AL ALB o ALP . BRPEBRARAS ; AR « W EARRIESHE  XR « X Qe  + o Bk, — . Bt
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G2 ~ AWHRM. JLERGEF & AEL, B8 mE
20mg - kg ' - d, EAHFIESA 750 ~ 1000 mg/d 5 4EHH
B4 10 ~ 20 mg-kg ' -d " ST D- H ARG,
WAEHT | h 885 2 h IR, D- 8] 48484 % B6 1
R, JA7T IR RN FE4EA: % B6 10 ~ 30 mg/dPY,

SR « AR R EEEME, 8972 ~ 6 NHIEHT
TIReH a5, SEREMAIRET 1 F 0L L, A RGUE
WA EERIE, R, RESGERER, W EE KR
(1~ 34F) B0 A7 3 6] 57 52 H 00 58 58 3 etk . (A AE
MR H IS ThfE . 24 h IRV L, TG H 1 ~ 21K,
IFEIRELFEEIG 1 ~ 34 H 1R, HERRAIT R4 2 ~ 31K
EAT, 24 h REE WSS T RUSAR MR AT FF6R . WIdGG
7 LA H 1N 24 h R TR (E, W] 33k 1 500 ~ 8 000 pg/24 h,
W0 R, 2R 6 S H B 1 ARIR S 4ER5 0 TR AY IR
K, (HETRERIA R ZE R, AERRGYT 1 R R R R
HFr 200 ~ 500 wg/24 h, 5/ D- #HEHz 48 h fH i R
#1< 100 ug/24 h $7RIEIFRICREF, > 100 pg/24 h R
M EEAE,

ARRN : RERNEZ, 2930% /EERA RN
12y, RN 2 W IEIRZFG)IG 1 ~ 3 18, RELHN
BRI B TR R A s MR > .
IR, NOLRIMEZS, X &R, B HUEIRKR R, &9
HEGAIY, WO RNFI R R (0.5mg - kg ' -d,
222 ~ 3d), AERE MRS el FEAVINRLRE D- g (o
Smg-kg'-d') BEMEAIE, [F RS R
(224, IRIT WL 10% ~ 50% AR 3 T H Bl A 48 R B AE IR
/_Ez\{t [54]0

BT LR, B RS UL, FBONERA /SR
R MBS e sEs, RBUGLMUTEMES, Rkt
LG BRI TS | BT YR SR P 2R e . R R
SRS R0 T B, RV DS R, IRYT S WA AME I
FIANMLAN /MR D, B SEBh&R 2, RahfeTLit, if
RAVA RPN, Hob, FFEERa W3, FITEER
GWbRdE, &AM,

D- H A RN 55 ™ E R AT, W™
FAGE N HZZ A RIE. BUDWES, R, S
a2, SRR 1A RSO ™ R A ME—

(2) —# N WERR 4N (sodium dimercaptosulphonate,
DMPS) : DMPS & &4 2 MR & & i B A, KT,
Al e A R e, FRE B e TR WD, K
PR D- 8 2.6 £ (AN 750 mg, D- # %k
1000 mg i+5), 477 5 i ZAE RN 2 A )R AT D-
RN o

WEMAE « 35T ALF S HAE WD 8 2R piietk
) WD 4, PAKO D- HREM i, 80 D- H &R TRUR
T E ORI B R B, WS EERIECO I, el D- A
B, FERIAC R Y,

HI % R )i . B A TR R SR 500 ~ 750 mg, ¥ T 5%
A B R S 500 mi h g R E KR T, BEOR 1R, L

S5dRH 197 mkE2d, fEELZMTR, LEFESN
10 ~20mg - kg ' -d',

SPROTAE - WIHRVARIT 1 ~ 2 )8 24 h JRH Rk IEE, B
F 24 h JREATTIK 2000 ~ 10000 pg, SKIGIEWIREAL,

ARV« SR R ARG, OB, kg%
SR, IS IR R A s EaR R R, A R T A B
. M, RINESEURY, AE, S ERRIEk.
I e A b i 7 BRI 1 2 @ B AT RR S ] I/ AS BRI
A2, e e

(3) —#i 17— (dimercaptosuccinic acid, DMSA) .
DMSA &K EBF 6% & 4 @ B8 G, AR R PLH oy E
SR 2 TSR S PSS A, TR A K
BOPdR T HEE . DMSA SREEH & D- H ks, HA
ANRVETE, RESEAMUAGEERE, A7 BT olcs s 2R ek, A
KW AR

WENE » AT T A ARRRE R G, S0 2R ek iy
WD %, PARK D- F 8 s R Z &, o 58k
G, 55 D- H&k, BRI Y,

FH 3 B R o« ok 11 AR RE 75, A 750 ~ 1000 mg/d,
JLH M 10 ~ 20mg-kg '-d ', 4F 2 IR AU, AT HH4ERRAYT .

SPROTAL  WRITHS 1 R, BE IR RBAGYT RT 35
29100 ~ 300 ug/24 h, 7£ 1 A NIKFIEE, KE6R7,
24 h BRI TS T

ARRMN : ARV, FEENREHEER,
WO, ek, MK, BHEGR. DR, DTS,
JEAE . e R R D R

(4) BT (trientine) . i BT 2 HA B HEALF45
P 4 o i TSR . L B CRRAR, 29 1% Ay A
TTHN 8% (s = 28 B R HE S (R oh, LA RE, &
TERE 2 ~ 8C &M N RTE, TERREE R CHL D- FHEHK
WCRRYY WD 2y, H il i Jo kR,

WEWAE o T A8 WD B, FREBIE A R S AE HUE
PRI WD B, AR D- B el R Z i B

MR . WG RN 750 ~ 1500 mg/d, ZEFER]
#9750 ~ 1000 mg/d, JL#EM I 20meg kg '-d " itEH,
2~ 3WREYS, WAETRET L h 8T 2 h IR, TETET
TRTT B Nk SR R FEER N, O - SREE A S AR
=L/

SPROTAE « BIRTAIT 1 ~ 2 N 24 h IREDEF| IR,
Bt 2 1 N

AR AR TAS RV AW, BiE T2
G, % BHOR RSO DA B H % AR 5 D- R EIX
o M BTTIERY A BRI L35 4= A0 A el /b |t I i R
WRETE R, RAMARRAEMME RGBS, 2926% 1
WD B AERILRIET T ] BAH AR

2. I 29

(1) B/ BERI A SR AN A SR 1, &
Jidh BB X S £ 158, B T I R A 9 i Bl 5
V5 4 R AR 1145 A BB ASRE BRI, i ot % 1) B et A 4
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RSh, R TR iR A S B, A E i
JEASREREE W, SRR AT PR IR AR, SR Y 7
T, AN, WU R AT AR P AR R AR,
B )RR BRI AR I T RO S (HIELE 22108 0697 1 ~ 3
NHARERR . NREFIITROCEEES, (A2
T, BERREFRI AR AR B AN RV D,

TEVAIE « FEH T ICAERE AR TETT s8Ua R 1 4E
FrifIr. WiREE, PAR D- HEMIRIT Al 2%, WD
SRR IIRIAYT AR Y R, T R 24
Bk AR

FEAG R . TR DA BT, AR ILHE A
150 ~ 220 mg/d, #1224 THjA bR 15 ~ 21 (70 mg/ v,
GICERE 10 mg), BURRAREE 21 ~ 31 5 (25 mg/ A, &IC
EHTmg), 3 RAMK, 5~ 15 % REFELT 50 ke 1y
JLEE, BEFLEITRIER 75 mg/d, 43R 5 5 F AR
RTRIT R A S0 mg/d, 48 2 IR, BT TR,
W SR . WORRRIN 32, W4E)5 0.5 ~ 1.0 h iR, &
VIR . MSEARRGRZ, TR
FEFRIGT TR, P EAN R 25 2Y

JPROTAR « P ARR I PRAE AR (A AE 26 AL Bl 1 24 h JR
AW AL, AR R e A T, Y R
IV D- 5 B G B A TNRTT . BERNRYT I bR 1258 02
HEFRVRIT N ERK < 75 ug/24 h, FREEN & w46 B 1Y
MM, JRIT AR AR 4 2 000 ~ 8 000 wg/24 h, IR
B> 100 ug/24 h MiREE <1000 ng/24 h, FmRBEMHM
=,

KRR« RN RRIVAD >, EEREL, LR
AIEEEAEAR A W] RESeme B ARKME . B SEAS BN 22,
PR N SRSt ey | EE R Vil =8

(2) Ui sHBR #% (ammonium tetrathiomolybdate,
TTM) : TTM Ja@ak, BB R, a0 i b8 0 dicd
fESER BT HEE, HEEME D 5. AEAEEESY,
WHL L BT g 4 0, R PR AR ML TR g il . % 25 H mi e 7
IR IER B, #4578 TTM R i 8 R4k
AL, A E VIR TR BRAE 250 Y, AN,
— 25 DA DY A AR SH AR & (TTM F ALXN1840, Ji
WTX101) & TTM BEfasE, AWAREE S, Hurtwit
T T RS W B, 9025 B 90 45 8 S /s ] ded 3 08 B A A4
8 4

() XHEHRIT

JHA S Al MG TR IFRYT . AR HER B T
TEAR AR IR T AEIGS T o QLI 7 R Ao A (R e
R NI, KR, B2 AR, BEUNE
BRI B 2 IR s SEERFESERIF L 1R
BIEATE SR VETE . SRNERE 5 DA ERAT & W] 1L AT
AT, FIRSERAIGURCT-5 o IREE, ARG A ] I $0d
2500 o AP AE AR RRER AT AR A DL W E TR EIAY T

(=) WFAIRTT

JHE % R AR A A OE B ORF I 0] DA WD BB R I

() ATPTB [, 2 IE 4 £ i e B I 32 i 300 5 JFF S 170
H, HRE DI EEKE %, BRI E K&K, WD Fr
¥} ALF B#, PASCR AR 2 IR AL 2 470 iR 7 ROR AN
sURT A2 8, W AE IEIF ARG, WD JLE R AT
P AR AR 7 AT S0 309 A A7 SR RS ML A5 R e 7 L
WD BEFBMEAE 1E. 5FEEFESHH 90.1%,
89.0%, MM A WD BEFBHAG 1 4. 5 FEAEGFEDH
7 88.3%, 86.0%, —FZEELEEZER, A, XTH
FERIXTARBIAEAE ™ B R GBI (PR EA S R ) 1
WD B & WEIT M EBBCR A ESR I, KT IG R,
JEH Rk A2 TRAWER, 1697 WD MIAHY
BRI, AR R RO ] ™Y, HUCE R
FFAS LA 2 AR i o 36 I 4 W 2R 1. (LS5 A AN 24 D RS
I, WD £ 5 AE AR A F5 T35 o 300 M I 11 335 0] 1 24 PR
M HEAR G R T BRI AT BRI AR AR TR .
HAUARFIFAE M 2 R GAEIR ) WD BB 1 PR AR A 5 4k 2
KA, IR R ARG

(u) thx

fERAR IR B ] g2 HEAR WD IR 4 30 42 o 1 5 1) ok
JE, (AAHERENE MME—BYIRTT ik, BN WD BETEIRTT
T 17 i o A 5 B I B ) (CRnsh i e, 2k, DA
WL TR, MRSASE), RHERHIMEAKHE, B
QR B DR 2K SR S K, AR A
i, MAOKRHE SRR, B HEOKRSE. AR EIAA,
BIR 1 A B AS A T R S 3 el A W, BR3P S5
S E TR,

()

WD B EEZAWIRITHE, NEZRITHM, /3 1A
BH M 1 ~ 2RI, BRI, RAEASEIE = bR (I
R, REL, FFThEE. FIhAE, BEMINAE. 24 hoRE, I
Vit A LT IR R S L BRI T R N T R B )
Ak, RIHEIERITIA R, IR, HEVIMEAYRA
R, WEEEER 1 ~ 38 1%, dbarrie
SRR 2 ~ 3k R B A RIIAT TR RE K 24 h R
il 200 ~ 500 pg, MEHFEH 100 ~ 150 pg/L 5 #ER1AIT
B 24 h JREEY. > 2000 pg, 24h fRE <75 ng, MG
B9 100 ~ 150 pg/L (% 4), BARES 48 h J5H M R

T4 R ARAR LGRS T I

Hhi ) D- HEME RO gagiil

I RATF /240 RS 200 ~ 500 pg s 24h R4 <75 ng s
M M5 100 ~ MR 100 ~
150 g /L ; #2548 h, 150 ng/L ; 24h R
24 h BRE <100 pg BE>2000 ug
MPEZE /240 JRER <200 ng; 24h 24h fREE <1000 ug;
AL PR > 500 pg, FLILHEH? ML T ] >
B > 150 ug/L s {525 150 ug/L
48h, 24h g5 >100 ng
BT 24h FRET <200 ng, HIMGE 24h FRET <25 pg.

WESH] <50 pg /L LI 5 <

50 pg/L
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i, #7 <100 pug/24 h RSP IR T, HHIEE, A
AT 1 IR, K-F BRNEEPE, #IE 6 AT 1 IKAT
(ha) WEEE AR A, DAME RGN EERMEE, fEh
7RI T G — BRI EE 5% (unified Wilson disease
rating scale, UWDRS) } i E Rankin i 4> (modified
rankin scale, mRS), 1Al # 24 HiUAE MK AY = 5 FE B
MRI 48 A5 7] F T3 Ah 8 3 e v e iy e AR, O
TR, SR IR e s R Y,

HESEL

10. WD # 15 J& Bp i FF 46 304006 97, 4 A i ie 77
(1A). A IEARF #0406 77 L LFEHAH) (1A); RsmIKRK it
ANHFFG 77 69 BT AHAFREH ST (1B).

11. WD 7% 77 i8] & 8 35 2 RARAE . s fRF AL, AT
he. skdhht, hide. MEEEG. 24 h RAFEA; AT
INAERAL ~ 2K, REFHESEL ~ 3R 1K, 44
BITIEE2 ~ 3R, RIFFTAKSEHFF% (1B).

12. WD 376 57 08, D- & & e 544 H k4Rt K
vA200 ~ 500 ng24h HE ; A G EH, KIA<TS
ngR4hHaE (1B).

+. FETR A AR

(—) WEtREE

WD B 70 REE ] GERS I, {H K 2 80 =2 3h 77 HAe
T REUE 1) B AT BT IR . HUBIRY X WD 2o ixg 4 4,
REFRITHBRE AT R T R 2T R, 4R
TR Ak D- FEMR / sUEERIURIA Y, SR
WA E RN A B RILAE RS I RE AL A bk e
FERE . RO D- 5 B A SO KU, R AR [ JBs 2 1 A
IF g4t S o I AR A B R (29 3%) ™, BTG JLEL
R 11 o e IRUBS SR FE 2 0, B R e 7> D- 75 25 i
B (D BRI 25% ~ 50%), ZEMi TR T R AR
 D- HEHE (300 ~ 600 mg/d) J&I7 ", SIS, A D-
T B I ) B I0 F 2 i K, R ERATY, 24 h IR
HileL 100 pg B9ZE, AT RARRER R 150 mg/d, 43 kI
i s #7 24 h BREIET 100 pg, WIS 75 mg/d # 2 H AT
FIEE, 48 3 UCITAR ', 10 35 A A 4 W A 52 2 2 1A 2
ErRICR R, nTBRARIAL P OB AR Ltk A SR BE Y RS . k4,
7 BTSN % BRI LA E WD Btk ali el A 20 G 57z,
s L E GG, M RGEUR, BT AT R 25 P E
SHEAFLIT, HTRE SR LB, B AR EHSUE R R
#.

(=) KAEREH

ST 07 % PR TGk WD B3, TE (AR T i L ik
L RS TRERI B D- S ERHURIGIT . W VA ROt T B
WD ki ™, #HRE KGR ES, HA R 5
iR, R TF RAEARA AL, W AE2 ~ 3 YIS IT
BREERNATT .

(=) 2MHEREE

ATPTB e A (B RAET), ik, =R
W25 5 WD B8 LAk 2T RE sl ¢, BREE

MAEAHET R K S T, (EL B Wl A g v 3 IE 3% s A,
BEWEA IS, 24 h SRAVHEIHE AT DAE S, FRSA
R WD B8 ALF B WA dr, s B AT
RV ALF S A T RS AR 1 1IF 318 45 T 0 B Wilson #if
BiatEs, = 11 HRBATBRRERS @, Mg EsR. 25
TP R R G, L vk O B A R S ] TR T
ALF B, BIEEEFR N A 5C W E A By T 3 3 P
HFEAR, EEEENZ, EFBEHEAREEE ARSI
WA I RERAL, FTRES ALF I IALHH & & s s i g
SRV MRS 5 RS AT AR v (8 P A RS thy o] 55 2
ZIRETEAL,

+—. WD fiij5

WD AN BRI s & R g fiE, et
R ABER 5.0% ~ 6.1%", WIRAEWS RML W, #
TR MPGE R PURRYT, CRER WD B (FLibs
RIRTHERIS) AR AR, FlERERS WD
A NI B F R T RAER) Kk, (R BERTIh REAI M 245 2R
GEREAREE, KEBsr WD B nlIE R A G F LA, SR,
AHEPEVE, WA AT IR R, o s
J&, T REAERT I N & A 2 AT B E A R G K
i, HESIEGET.

HEEERL :

13. AL 09 WD B FHRZ 2400, KSHTRHA
4R (1A); 34876 57 A 2069 WD &% R 4R E b &
2509 WD BH 5 (1A); BRIE %446 77, 2%
AR ARAT 3 N ATIRY D- FERAZE (1A).

14, *F R 24K 6 WD &4, B4 FI4RE77 (1B).

15. &M RB, KREIFRALIE 77 TS & XA E
T BB ZFAAIEE (IA); SHAF RSB WD &£ K
ESHZ BT R, ThRTRREERFALINEH,
FIEAAAMEAH], BB A4 (1B).

L RN

(—) ATPTB HE[H RS0 (5 ma R K HL ] i 15 )
W s X T2 %K% ATPTB B (H i 4612 Wi ify JCRA BRI, 4
RGBT E RS LRSS, PARLRT
L EHRHE SRS E

() WD ZWrbrifEas 2t — ot
T B KA RIERI AL

(=) WD FERBEARRIZWTIREL, B0 ALF AYHaEis
B, JLE (R <5 %) BUERIALE. A (el fe s
MY A2 WT IR A

(P9) WD F 2 Wrds bri I & 5 5000E . B0 4 4
(V) e, MDA (] SR S ) % WD
11992 Wit B S L BGIE

() #15%FH BB AR B 294, M da PR REAR
LD BRI TR R . WPk, E - R
A, BEORMEEREER, FREMSEERTRAMH, A
[ 2549y (] (R SR AT LR L (R 32, RS,

(73) WD FBYIGIT I, 003 B4 B 25 4 SUTH B Y

Leipzig 114> 24t
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