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VD993 15 M BT ROUL 4R AR o ik 95% K 4l & 1~ A1 20% G Il AR AER 4 2% & 7 £ IV 4 1 J 1 << 200
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4.5.2 MF M PRGISE: =5 WD BE A FFE AL FF D) e T CRE i e i 5 B0l BL /MR 4 AT (B0 £040
Jgsl s RIS E R WG MR SR & AR

4.5.3 FrEhaetedl: N7 wo SR AT DhRE R H . BT AL WD R LI R E AT Dh RE S s R R
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NECRIZ OCHFeRZ) « AR AT Fefisi s /N S B B BT T1 DB AR A 5 A0 T2 IR =ifE 5,
G RIRALAE T2 TG B s iR E 5, AT AR A 58 =8 K55,

4.5.5 RFAEEE A R . Fn R P A AR 51 S W S8 ) 7P 22 ST 253, BT AR R T 390l 2 DA Z P T
HEHE P R AR A D . AR B A R AT 8 T oA I (I R B 22 T-BL, T HL WD AT AL 3 BB S 2
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HEhF W, HRRMBBAGETEEHERRAR . H1069Q S48 74 77 [H K 50% LA b B vh i WK RAR, M
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4.8.2 %i— Wilson HiEEREF (the unified Wilson disease rating scale, UNDRS) "": ZE 34 HIM
MZThEE . AR BERURE R IR = AN J7 T WD B b AT VA% . 7E VR WD BB P AR S a7 R U7 1,
BAEBIME R & TIRR IS FREET A

WEPRIEIRE 1. WISl N\ 3 75 L8 07 25 WD 2

HEFF R X 3~45 ZAHEHEM T D Re R FFEE L. BRMOR. SRS RAIR . RSl s . WIS
BB ISR AN, AT H S A . WD BPES0 S S (1B) .

UEHEMEEE: WD B 4ER 24 5~35 & o SCHRIRIE H T2 10 WD BB Rl BB 9 M, BEEK#E 80 &
10 % LRI R # 2 LA 3 . AL . R O B RAEAR, 10 2 BLJE R # 2 A SRS A B A5 R KRR
W, AEUEF BRI E R R R AR S M, A E R o Re % . AL B R, HEfkAh R
REDR RS0 L VA I 2T 1l e R U R 75O WD K43 TE I ACREBR (7 WD 5 25 (¥ ) i 5% M s 25 v
W RN

PR IR 2. K-F RS2 5 /2 1217 WD IR0 2562

HEFE R L K-F BR06F WD A & AR v, 00 250 A HR B A FH 2G0T A A0 UE S, e v) DL T 4 350 1 i
RWD B ANL L EU TR WD SR, MRRREIR B EAH K-F FRRIEARRERR S WD 1207 (1B)

UFHEAEEE : K-F PRI BA 92 WD B AORRAE MR DL, (H K-F SRR ) W5 oAb, 5 ek R - -t
T BRURPERFIEAL . 18 PRV S VR IR AR A2 LI 6 55 . kA, 29 50%FFAL WD g vl T Ue3k . HRF AN
924 5l WD o, S oARFAL. BRAL. RN-pIATRY, b K-F RRBIME WD B (130 f1, 14.1%) , FEIREFEN
(14.9427.3) ANH, K-FIRBHPEWD B3 (794 i, 85.9%) , “FHFifEN (32.0+£50.5) MH, HEZ
4G Giit 2R (F=34.69, P=0.00) . K-F 3%t WD 12 Widg s BE A S, (H K-F FRBHPEASRERR A1 WD 27
[12]0

R PR e R 3= L7 A 5 2 U R B AE WD 2 Wi AN (A

PEFE R ML R U6 2R PRSP AR (50 mg/L) & 12 W I SR AR PR sy e o I3 4R U6 2R I T 130
mg/L & [E WD EE SN AR AT, AW A I A REHERR WD 12, R DR A RIA R A
WD C(1B) .

IEYEMEEL: HEgeithmid 9% ali&F1 20% I AR 1) % &7 J o L% 4 6 B2 11 <200 mg/L; i 5% 4l
EF, HEEE 50%AH ™ E A 0% A LA IS R (AT AR RS L, R R D B 1 o R A
RN, BT RMUEE A, SR R LS & A R T R AR . — T H AT IR B AR
[ WD £ KRB\ SO T L A 5 R B, SR AIN 3861 22 IE, Git iR

24 135 H 8 B P <130 mg/L I, FUFARH w0 R . FF A EAAERG R, HAESSIE A P th BT IR
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(FIE W RE .

WEPR IR 4:  JRAFIHEI0LE WD 12 Wi i AT {47 12 2

HEF R L. A 24 /N PRARD 100 pg XA RER A 38 % — M ARH A B2 MR R, 0540 pg /- REN
WD, dit—FEE (1B) .

USRS WD B8 — M 24 /NN PREF > 100 pg, SR JRAFIG N2 WD i B 2LRE, HR LB IR H &
G MERT A 24 /NI JRA AT FH 57, 3k 100~200 pg. —IHF LI 49 45 WD & FndE WD g3 282 1], W4
4 24 /NI FRAR, Horb WD ZH 24 /NI BRAR 791. 941423, 6ug, JE WD 41 92.5+101. 5 ug, WAHERAERITF
B R RAG WD S WA E R S, T WD S AR A R AR A B B E A, MU IR
KO ME LA e BCHERR WD, BFFCRI, JRAAKCTERS, X WD IS W7 R S 1 i

BEPRIEIRE 5: X T M ANRERAS WD B3, 5 RO I S W e a0 T 2

HEFE R X HE2 WD LB W] T HIWOR A5, 7R e IRE B 500 mg (R EANT) , 12h J5 F ik 500 mg,
M HWCEE 24h JREJGT S &, 41>1600 pg i2W7 WD AME. M EF TR A AR E I BRAELE R, AH
Mz (B .

UEHR MR S 1 SCRRATE 78 R T B ORI 5 B T WD (RS, SR IR L 5 85 M5 P AR 24 /N R4
250, PRAKT 1600 pg/24 /NIRRT WD 5812 B A 2 Wi E I 5 H AR A AR R 80 Ml . Bt
SRR 5 — W S9N 17 91 ) L3 WD BB, 2 3R U 7 2 e ORI 57 1 98. 2%, BIURRE Ay 8. 2%,
HHfE 24 /NI FRA KT 1600 pg, X WD A H ERIZKME, 1S XA 2B 13 14510 H B IR
SAE N —F AR A, BB R R, 5T IRE, T, Hou WD Rt LE W B
HWZW B S EANME. R 24 /N JRAT <100 pg FEERL WD 38 AT AT 5 BB E:, LAk —2
WA .

IGPRIE] R 6: WD &5 I s A5 2 2 Wi i {8 ?

WREEN: W THMERGERIUNG WD BH, (EIRTTRIINEATIE RGPS i 5 18 A6 A, iy A
MRT; XJTCHHZE RGUAEIR ) WD S8, (0 RIHEAT LI 25 (1B) o

TEPEMEEL: — AT 330 51 WD £, 20T roiii MRT G E s, 45 3R w330 38 R AN 15 B MRT &
I, 315 Bl IR A — . FREEAN R L SR A5 5 . b 5e R w 275 9] (83.3%)

M 189 ] (57.3%) . FIRAZ 126 %] (38.2%) « el 124 4 (37.6%) « MiZE4E 112 %1 (33.9%, )

N

N
FIBR 45 5] (13.6%) « MERAl 116 (3.3%) « /NI 7 6 (2.1%) « Hfb 5 44 6] (13.3%) o Wi+
SN 145 41 (76.7%) Kb 89 Bl (47.1%) . ZERE 2 ] (1.1%) , 3154 WD 3 kiR E A S5

291 B R W R SO R AR I TLARAE 5, T2 M5 5, 24 BRI MG 5 . WIEE L 2R, SERUIR.



PEAUIR 2R BT W TR (97 ) RITEEIRAL (28 B MK MRT I, 45 R &R 125
BB FE A 108 B (87.8%) AMKHSARHE T, FEEPEFRL, BT8RN T1R(E 5 M
T2 WfE5, WEEMT. MK, RFERSEZ. BaBk. BRIZME . RUFRFIEAER S WD
PR BTCANE RGFRI, (BRI B CAF R IR ARIR S, PN MRT SR 5 5% . TR Tof
LRGN WD B3, W RCHE AT UK MRT 4G 2 .

G ER I RR 7. JHF RS 1R 4 234 2 G (12 I WD 3 S e 2

HEFE S AR A 2 2300 7 e (0 L ey WD 2 TR SCRFIESE (2B)

UEHEMEEL: — I R SRR Y i (LR ERVE . BRI Timm ARYLIED S RAUE I 34T 4
et ptr, 243 GBI bR AT GRS 29 4 WD A1 214 ) )5 R VR YRR 58, 20 SRR A t FH % 142 4
(58.4%) , Hrh 21 WD (72.4%) , JFURVEREAMEIBA 28 121 4] (56. 5%) ; B PFi%BHE 136 4 (56. 0%),
Horfr 20 5 WD (68.9%) , JERVERHVTPEIRA % 116 5] (54.2%) 5 Timm $RZGLEBAME 165 # (63.8%) , H
H 23 WD (79.3%) , JFURMERHITVERRE 5 214 (61. 7%) 9. Timm HRYLVEN 4 BURLAS 3 B, H 3 41
I BA P 26 22 e B G ik 3 L (2=1. 705, P=0.426) .

I PR 1] R 8 PIAG M AE 12 It WD rp B AR AT b £ €02

HEFERE O FEDRAS I 9878 (R I BT WD I A2 I, (ER R IR AR BRI 1 AN AN RE 58 A HERR A o
HEFE ATP7B B H AL S W VE R IR IR SR, DASCRFRBER WD BB 1 WD 21 (1B) .

TEHE R . — TOURFF SO v [ 30 AN AIHLIX. 1302 Bl KHf 12 WD B2, R A Sanger Wil 77t 4T ATP7B
SERGRAR T, FEATIE R AR AR M. b 1167 AN B R BB AN 9AE, 115 ARSI 1 ARAE, 20
ARGIARKILRAE Z2 W] 1167 41| 35 7l Sanger P A IR A5 1 PR WD 2 W, 4 135 41 A Al Sanger
WP 732 5RAESE WD, Rl Sanger AR R I RARSASUR I 1 DNRA, A8 EHBRA . (6 R v E
WD R 116 DNRAR, BRI TR AR (VUK RS RREL. R, WME RS, B RED
RN R . BEROH 7R ER XK ATP7B #G5 RAS M 04T 26 57, 8L RSS2 M B 1 14
Bl R ATP7B RARRARL G RIAEIRIAR N, BB T ATP7B 8 2R SR AE i
WEPRIEIRE 9: WD H R IF A 22 3 4 5 7 12 S b R IE Y 4325

AR WD AEMR B FHFE 2% (R AR E B K brde o ISR IT R1E < BB, 4ie (PiE
Wree) A RTMEANIE. Ry My B B K. KL 'L EL IR R SRR X SRR BRI
WACRE s, il T WD UEAR B3 VP bt o A4S WD I PR WAEMERRAE, o AR B4 . 1B ZL . ST
g5, MEPRE. BRRT 5 MER (1B) .
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UEEREEE: — I FUR I R FAT I A R & 0578, DA EE R OB Je s, NI B Geit Jria X 348
1) WD £8 3 FRIIE AR L 3 0 AT RS md S LA U A BRI 0 R o3 A 15 DLEAT 0 T E 7T . WIF FE AR B 348 451 WD £
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Bst (/X0.01) , [ IE ] B PG 2L WD FFEF b R sp AR R Ay, FRER T B4l (X0.0D) .
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3 UK. fEJS 1 h Ry ARG e i, RED A4 K& 2 BRI EY. T
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E IR (P<<0.05) , FFHIZH MAS P2 B BAR T 254 (P<<0.01) . JRJ7HT P4 BEMDRS V77 76 &35 %

5 (P>0.05) , JRITJEEHI4 (64.97+14.26 vs 85.234+16.99) FIZ45¥4H (11.33+2.60 vs 75.40+
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FAG R .

g2 [R LG R WD B2 WAy B2 1 2 3, BT WD 5 At i 1) PR 4 A B 5 ()
Sa ), W PR B HME LAR 8 BERR WD, BRFCER I, R K, X
WD 12 Wt s S P e

18




I PR ] RR4UE S R -2

Ifi PR 7] 7t

P (WFFRT ) I CTHits it C ORI ) 0 (ZiJRTERr)

WD H I p PRA

DI SIY &G BAZUBEFE Ui

BRNEAH B P X ] W 9T 20 N ABIWD 5535 FIAEWD 3 282451, WL Y 4H. 24 /NIt PR AR, e FwD
H24/NH) PRAMTI1. 94+ 1423. 6 n g, AEWDZH92.5+101.5n g, HAHAERE ST

WEHE SR C

e 15 T B fE ) T

T2 BB 2 R 2= i

“hit PRI b PR AR XSS WD 2 Wi AT B LI S, T WD A s 1 PR A A B B S

VEEEL, WO PR BE HE LA E BARBRWD, BIFFER MY, RAR KBk, XIWD
LW AR SRR

WGPRIEIRE 5: X T M AR T SRRV E M B, 5 B I AT B2 W 8 e 2

e PR Il RRSUE R MR -1

FEAH: 1) B T AN GERIZ T SARAZ A M B, B S i 562 WA (i ey 2
MRRARHE RIS 25
G+ g R LRI SRR 17 4L WD B, SRR E SN
it B A S E S 98. 2%, HURME A 88. 2%, FEHfRE 24 /NBPRAR AT 1600 1 g,
WD B EEWNE, a2 A 715 458 T B A AT RIS R
N—MTEIER A, BRI BURE, 5 T EE, T, H
XFWD BB U LE WD BE 2k B A S N E . RBEXT 24 /N PRER <100
u g MBI WD B al AT H L i ik 56,  DASRISE— B2 Wik # .
2 W5 24 /N JREIAR T 1600 wg, T WD A H EMZHIME
I PR 5] RS R A R -2
15 A 7] 5t P (AT 5 I CFHids i) C CHFHHE 5 i) 0 (ZRaHs)
WD E HEEAMRE | T JRAH
W 7T 57 K H TRk =2 Y =

RONLAEL e AT X 18]

IR A AT IN L TELEWNDE R, 45 RR I B

g RO 4 S PE 998, 2%, B 988, 2%,
PR C
e+ a2 G
TR B R = T
ety T 24/ NI PR T-1600 g, XTWDA H 5E RIS A .«

19



PR TR 6 JH IR AZ AL 1 B 5 T A R AR~ 2 AN AL 2

20

I PR 1] R 6UE 8 R R

Fe Al ]

X SRR ST SO R B, PG S0 A ST (e 0 2

MARBEHE

REWIRET 6

Zit A rER

— I TGN N 330 45 WD i3, B MRT BUIgRR i, 4R o 330
5] £ R A 15 9 MRT ok R B 5, 315 13 AL AN — . FRBEAS 3k
PGSR ) A5 5 . Horh e 7w 275 611 (83. 3%) T~ 189 41 (57. 3%)-
FlRAZ 126 fi] (38.2%) « Fofini 124 1] (37.6%) « M4 112 i (33. 9%, )+
THEEK 45 1] (13.6%) « Mt 1161 (3.3%) « /MK 7 6] (2.1%) « F&
il 44 1) (13.3%) o MG 1E 5 H ik 145 ] (76. 7%) + il 89 151
(47.1%) + ZEFE 2 9] (1.1%) , 315 {5 WD B35 Skl 415 5 291 #1 &
IRRFRAE B R FRE TLRAS S, T2 BifE 5, 24 Bl IRIEZ4E 5. Wkt
WAEZR2EEIR, FBR, BEAR. FRIK.
BT EE TR (97 1D RIERERAL WD (28 1)) fifi MRT R,
SRR IR 125 Bl EE A 108 41 (87.8%) HMNEbFH S 5o, THE4E
HETEN, 55BN TGS/ T2 5ES, WESHT.
FARR, RIWFERE 7. Sask. BRI,

i

W RN TCAER AL WD I K BT A RGN, (HRH 3 CAFAE X
AL e RAR T, TP MR AR R

e PR [F] R G UE 4 R R
it PR 17 i P (WX R) I (PR | ¢ ) | 0 (FiRTE)
WD 5 7 x MREZAR S L 43
gk
WA R K BT AT 7T

RONLAE e AT X 18]

— U FEGHN 330 51 WD R, AT MRT oG Rr s, AR BoR
330 3 A H AN 15 1 MRT oK 3 554, 315 35 IR A —  FRBEAN[H]
(kL LR ) e AR 5 . Hdh iz % 275 9 (83.3%) kT 189
B (57.3%) « RIRAZ 126 1] (38.2%) . FCi 124 5 (37.6%) . MiZs4s
11241 (33.9%, ) « &HEBK 45 ] (13.6%) Wik 11 41 (3.3%)  /h
W67 B (2.1%)  HARSEE 44 B (13.3%) o T SE S S T 145
B (76.7%) + MF 89 B (47.1%) . FEHE 2 5] (1.1%) , 315 4 WD &
S A S 291 B B AR EOE U R TLRE S, T2 &ifE
T, 24 Bl EARIR B 5. MBS Z BIEEIR. JEBOR. BEAIR, %R

AT FEAEE T R (971D FITEAEARIWD (2805 fHARMRT R B,
SE R R 1250 B AT 10815 (87.8%) A4 MiHk 8 15 Sk dE, FH4EH
e, 1558 FEAMHMETURE S MT2EE S, WESNT. &
Ao, RIFGFER ST BAR. RBIRZH.




HEFE 452 BZ
e 15 TH R ) L
T R R 3= G
s F W TR AN SRR IR WD I PR BT R R, (B Ko B CAEAE

PRI RS, L UMREE AR A 5

W PR TR 7. A ) 2 S0 2 G (a2 W I SR AR AR 5 S i 2

I PR 1] R TAE SR R

F A ]

JEFRE A R AL R 2 e 0 12 W EPRAZ AR 1k 53 S an ] 2

AR KHE

AW 1

Gt R

— IR FCR ] =R gt (LRGP, Timm R
Xof i R AR PR AT A e e o b, 243 BIRT AR AR HE 29 BT SORAZ
AFPEA 214 B E R MERRVTYERRE 28, DR IRVEAS H B 142 B (58. 4%)
P I ZRAZAR Y 21 41 (72.4%) , JE MR ARAE % 121 1] (56. 5%);
Pk BHYE 136 5] (56.0%) , oA SR AR 20 41 (68.9%) 5 iR
KA R 26 116 451 (54.2%) 5 Timm 4R Yi%EFHME 155 41 (63.8%)
o BF SRAZ AR 23 1] (79.3%) , JERMERRIT AR 28 214 (61. 7%) .
Timm HR YL RIS H R e, (H 3 MIPEME R 2 R LS L (x
2=1.705, P=0.426) .

B
&

FPREE R B 2 434k 27 et R BE D9 WD A2 W it SRR

PR A R TESR R

e PAS 7] 7t

=

P (X4 I Gt C (XHHEFE ) 0 (Z5iJRfEarR)

WD H AR N3N Bk Timm

ERYL%

i G £ i SR

W e R KA

R F 7T

RONLAEL J AT A [X 1]

243 BIRF R AT AR 2961 T SRR ASPER 21449 J5 R PE RV 1
R 58, LRI BAPE 1425 (58.4%) , FLr I GoREAR TE2 14
(72.4%) , JRAMERRVT AR 2 12141 (56.5%) 5 B P PE136 Hi
(56.0%) , HAFERIZAM20%] (68.9%) , JEARMEMIT IR %116
B (54.2%) & Timm#RATEBHTELSSH] (63.8%) , H b AT B ARIZ AL ME2341
(79.3%) , JRAPMEMA MR & 214 (61.7%) .

EHE 5 R C
e B ) 7
T B R = 7
ghip JEF FFE 6 P 2L 24 2 £, I B8 AWD IS W A S RFIE S

21



s R T A 8 K DRIy M7 42 W I S R AZ AR A v A T o A .2

I PR ] RESUESE MR -1

F 7t 7] RR S PRSI 7512 T T S PR AZ A8 M b FEAT AT o A €02

MRREKEE BEWTTHIAT A 15

Gt TE R — TR AT ISR [ 30 AN ATHBIX. 1302 4l R A 12 IF SORAZ AR T
K H Sanger M7 /7 VEREAT ATP7B 3L R TAS 94, FEXH IR AR FRAE 0 o
H 1167 MR B AN TAE, 115 ANRBIR I 1 ANRAE, 20 MBI A KI5
A, RW 1167 B EF AELE Sanger W 7RISR KR WD 1207, 1A 135 4
AfeidE T Sanger W7 7712 HESE WD,

g Sanger F & R IR WA LI 1 DNRE, KNEE5E S HRR A .

I PR IF] RELS UE 458 #8E R -2

P (WX 50 I Rt C O IEFE D 0 (4iRfats)

WD Sangerill IRRERIEWD T % | ATP7BREIR 5878

#

e

W R R

R THI AT 5

RONLAEL J RT A X T

— TUAIF TSR P [ 30444 43 AN X 1302451 I PR A 12 BT 2 R AZ AR P 2R
#, K Sangerill J5 77151 AT ATP7BEE RN R AR 4341 » X0 I R Ao 4R AE 29 A o
HA 1167/ B R A RAZ, 115 B R IS RAE, 2045 491 A A 30
RAF . FOH1167H] 3 vl Sangeril] 746 3R 45 5 ARWDiZ T, F5 135
BIAS e IE IS Sangerl 7 77 SR AUESEWD

RS2 c4k
R R K K
TR A E Kk
it Sanger Kyl AR RAE R RILIA T, Al 554 HHR A

W PR DB B 9 JH PR AZ AR M v BRI % 3 1 5 T ik S h BRAIE AL 43 2

I PR [ RO UEHE R R
Z: Al ] P RAZ AR P P R AR Ao 30 5 T 3 S P BRAIE AR 7 2K 2
MRARB KRR a1
Gt iraE R 348 T ELARAZ AR R AR L2 A e i L S R R BRAE R Sy

B BUHEAT T 7 . B FUSR B 348 BT SRAZ AR M R 3L tH I 18 FhiiE
R E, HH WAEREZON. ks, M. B, B, s, M. B8
L T DATIR (7 5= N 1O A )i N AN N = SN [ E P S PR e 5= N IR AV
B, AL, MR AR, NG HERZARMHERAATEAA 6 f, Sk
(a3 A7 il R, WUEH S IR 3 A sE, SR

22




FOMARIL . ;s ZIEASTRAHT 3 AR JyRih . F. fkfE, k. el
JEAI it R R T PR A AR, BRI NEE. APATAIE . A
figE. HRZ W

JFEARAZ AN AR BRI 2 B I BUICHT 5 A7 (RO B L TR
G BRSSPSR, S, B ilmsing 94. 5% o

&k JFELPRAZ AL A B3R P 5E b ] I 1 WD AR IR {0 2 34 5
F SR AR VL I R H AR AL, 72 S BLAs . IR A 4L BTSSR
PR AFEBIRE 5 FER .

PR )RR 10 rh PG EE S5 a7 I ERAZ ARV E T T LY oh PG BE 45 AR 97 I SRR AR M Ve 7 S I RO 252

e bR 151 RE 1 0E SR ME B 52
8 ER WG R 25 BV T I SRR YT T AL 2 Hh P R 45 B R T I SR AR M VR T
JE U RO 342
MRREKEE RCT. 973 % HEHIF 5
Gt g R H AT 2 T ARBF 78R A o 6 2 45 4907 BF SDIRAZ A R38R AL

5 RCT W5« IS T, X HEALR A AU 25367, iayT A MIEZiin
J7 A, V5 EE YRR R ST B AE AR rh D AR RN PR R IR 25 7 1 24 40
A, (et AR A HRIE, TR, RSP AEA. PR T RAE
Ji%E, WS- 1 UNDRS ¥F7r hEEAEfR. 24 NFERER . DRSS 45 R abr
SORRYIN TG R SS AR T IR . FPIE D RE . AERAER . rh EEIE (R SE
Jrm R R AL s yia Ty, HHRA R ek,

gk R — B WRNGIAT RO AT, A AT, R0 39T R o
ZG3ATT, TREARI . DRI, st S9SB4 AT, K
B SRH Hh PG E5 23T ©

T 5 B R A0 U AR 4 O B N R, G P BRI
FEE R IERTOAIE I, AR AET (D 1. SRR BRI
PR L.

PR IR R 11 R R P el A UG 2552 15 77 DARSCRE i 28 sl P 2R EORAZ AR 8 3 v BRI L #e R SR B

FFIREfE bR ?

I B ) R 1 E IS MR R
I A 1] 258 P (WFFEXT 50 I CFifsmt) C O REHE ) 0 (ZJRFabr)
WD NS RorF G R | WA ERNGIT SR STEAN
G Pa 25 2l A UWDRSHF43+ JR
i i LK 7774
B D REVFE
JHWE£F 4L Fi
N I LN
A BRI E |
IWHIDIREVEE -

23



WL R R

RCT. iM%t HERF 5T 33700

RONLAEL e AT X 18]

33 Wil PR FER A F 52 RO 67 HE SR AR, RN 1719 Bl 3
Ho R E R a7 1) 3% 888 i, iR vh B B Ailva 7 /Y (8 831 1,
ZERARAREAS: FPEEIEMEVESY . UWDRS ¥R R WLSK PTG, & 0H 1
REVERE . HHIELTEfLiadn. AFbaedatn. WABREEE. INZhEEITE .
25 RRWIIT &R 7 BB £ 74 245 ) ARG F A% AP R BRI PP L il
REIRAT DI RESR S -

EHR S5 2 B R EE SR 0 & OB

R TS -

THRERE J A R -

S FFEL R P BHK A G 24 7 50 0 R R 2R WD 6 2 ) P BRI A, A R A AT

Theedarr, HTWDEE FIGIT

I PR IR 12 S SR ACTIORE BIHR B 76 24 8 75 7] ALK R S 2R SR A AR A R8T Dh R ST AL Fi 4 ?

W B 18] R 1 2E SR R
I A 11 850 P (HFFERT 5O NGB EryiD) C Chf R D 0 (4ifEtEtn)
WD EHARG | PR | BARER
Zi R a7 UWDRS
JFFHE D Re AR 43
HA I i AR

BT R A

RCT. % IR FT 3310

ROSLAE B¢ AT [X [8]

— I RCT WAL 76 B SORAZ AR TE R B, V974 40 ], X HEZH
36 5, PIULYE VG 25 IREYA T R A b, VRIT AR P E SR, KRR A
PR, a5 R ERIRIT AR TT WD AR 44k I AR A RCRIE 70%, 55T R
AT BEEESR (X0.01) , X WD JT£F4E4k &% UWDRS &£/
I 3 BE AR 2 VA T B B R B (/X0.01) ,  [AJIRFIE AT B 3 A F 2 WD
JHAF el B P R AR 0 E, R T X IRA (X0.01) &

R 552 B

& TRk B -1

THE R R H 3= Pl e 8 2

ghip E PG B8 A TT R Al b, S SRR T DAGEWD AT 4R 4R S 3

PRAER,  DLRAHSREAL F b

PR IR 132 5 B & PE 252 15 T DACSs A EORAZ AR VR M2 RGTAEIR, s T DhRg ?

bR 15 R 1 IE SRR R
i DA i) P (A5 ING Ut C O M f Tt 0 (HiJmEtn)
WD & MErorF G R | FEZEEREIT Goldstein2k
eGP 25 2l A 72N ERR TR
i JRER . 4. B
JIE R

24




WL R S

RCT. iM%t R 5T 3370

RONLAEL J AT A [X 1]

33 Wil AT SR I F B R a7 ORI, 3R 1719 fl 8
Fo R 2 R Friay7 i & 888 i, R A R BLAillia )T i) /38 831 1,
gE R e bR P EUEMERVESr . UWDRS 348 SRS WLEK I0PAd . IR Th
REVESE . HFHELT4EfLIR R AFDIREdRtn . DERSIEE . ARThRETEE .
SERR W R Ry BB 15 75 25 ) LSS T SR ALV E FP BRI PP 70 . fif
REIRANT ZhREFE R o

RS PG E R B 0B
T TR 0

THASRIE A % Tt

it 1 00 £ G 24 DA SRR M R RGO TR Sh . 2

HEARHEE .

PR )RR 14: X TCAEIR WD B, rh 2l rh 25305 B T)IR TT RE 15 s SO 1

I B 7] R 1 45 PR ] BAIE 4 AR ZE R
7N P (BTN 50 I CFHifEmt C Onf it 0 (ZRfErr)
WD A B RS | PE 2R T JHFIhfg e b
B R+ 3
TG IT

W R R

RCT. JiBIX ST 700

RONLAEL J R] A X T

SR vh 24 BRI A R BRI IR T BFFE R W b 25 b 25K A B A T L
HGE JCREIRWD 858 BT D eSS 4R b, IESRI T R -

UEYE 2 2 WU FE b e e 4 4 SR B

e 75 T+ B R 2 -1

TR RN R e A

g5t Hh 2 Bl 251 B R AT DASGE TOREIRWD AR T DI RESSFi s -

ImPR IR 16: BRrh255h, HETEH R WD AR YT 7E 2 A ke ?

I PR 7 R 1 5115 PR e RBIE 38 ME B R

Ifi P 7] 7t

P (HFFERT 5O I i) C CXf R D 0 (Z5RfEPR)

WD HEM. A | R ZIRT
{52 i R

R

XA A
(R

W FC SRR R

RCT~ I 5 % FEBIF 50

25



ROSLAE B¢ AT X [8]

— TR AN WD B 40 5 CHLr i 2Y 32 431, AR 8 511D, of WD J
HEAT TR RIT Sy, 5 AR . I A . 24h SRAR . AR YRR L35 o
Z oY AGES (NSE) | Ui R ERHE %, S E&KIEIT 3N A A,
FRRHEAT IR PRy, 45 5 15 4] (46. 9%) N WD H (i ] PCA YAIT )5
IR I

— IR NN 130 151 WD s NBEHLS> 3 2H. A 2H 50 4k A DMPS, B 41
40 195K FF DMSA, C #H 40 {53 PCA. 497 4 J& J5 LABC R Goldstein 53]
Wror 2. 45 B Eon A LSRR 78% 5 B 4L T5%FHL (P>0.05) , ¥
T C 4 58% (P<<0.05) , A\ BHARKMNAKTF C4 (P<0.05) , DMSA
H1DMPS 7 2%0FH 24, %% PCA AR H %4,

— TR N 120 5] WD 235, A ZH 60 155K FH DMSA 750mg, R, bid;
B 2H 60 51 F PCA 250mg , [k, qid, 4EFFGEITHIE 6 NH~3 4, 61
H~2 FEM>2 4, PLCE Goldstein 23 kBT 2. 4550 Bm A 41 2
ANVATT I ] B 1) 55 502643 3 80 %F 85% , B 4H Ay 58% AN 59% , % F 3
HREZEN (P<0.05) , HA . B2HARRKMNEERSH N 15%F 37%
(P <0.05) , K] DMSA KIHT R T PCA , JHIE FH T PCA VR YT oAk
Ho

— IR FLAAN 20 {51 WD B IR ) B PR EE 1. 6g/d, 45 IR 14 BNEIR
K. JRITRTEXTEE, IS SRR R (P<0.05) , 24h JRHEF R E 65
(P<0.01) o Ny I & BERREE nT B ANIER EE VR T WD,

UEHE S5 B

FE 15T B R 2 -1

FHR ol B 2 R i 2 XU

25 VG 24 A8 4 4 FH AL AN [7) 35 T2 40 Sy 1 320 B HE kR0 BE AR R 25 . BT & BE s )

T AP S FHEH, A7 8L (Penicillamine, PCA). 3R AN
(Sodium dimercaptosulphonate, DMPS). —3i | &
(Dimercaptosuccinic acid, DMSA)%§; J&3& v BH Lb 73 X 45 P4 A i A,
WEER DUBREHRR £

PR IEIRR16: JH SR AL SNRHAT BAEIRLE, [T AR h 25 52 e 75 S ma WD Ifh oK IR RETTHE 3

26

I PRST O F- AR R 2?

I AR i1 R 1 6 W P I R A EE R

i AR 17 it

P (W 5O I (FPisgit) | C (WIRFERD | 0 (SRR

WDAE# SRR T

SRR

SAEHATY 247N R AR

RCT.  [a] a4 43 Hr




RONLAE e AT X 18]

— 5 RCT W5 MEE WD & FERERT K. MR shie it B3 B F AR M &
R TR RRR, N 60 6], JRITHEXT AR 30 . XFHEA
P VU 25 R AR S AT 4 TR (8 RN LANYTHRE) JRATIEVIBR A
BIT, FAREHE 1 AR TR A II6TT, 82 2 M7 8
I7 4R -5 0t B ZEAH [R) FH 245 07 R i Sty O I 5 R R VR 97 - USRI IR
JPR. 24 h PR B ME A FFIhRE. 1D ER bk i 2 25 fe bn AR Ak
HEVORE 2 dLIA) EL R A R AL B ¢ A5, THECEORE 2 ZHI) E R R
Ik . SR BIRIGIT LS E N 90% (27/30), B S TR HRAL )
60%(18/30) , ZRAGIT¥E N (x? = 4.43, P=0.03) . RJF24
JTRERIAITAH 24 MR BT XA, ZRARITFEX P <
0.05) o HFER T REMEHEm WD A IR, BTl g Uik IR B B 1
PRIT R ARIE T WD D) BT AR B R

73— T [ P 23 B 0 WD RS AT AR 1) 15 481 58 25 (Rl PR 285 = s AT 41
i, B BIETARBIET- AN, & 14 BIRSE 1A FFIhERAR R B &
3, MG EAKFIH RIS, KERIEEKF. 4R EREAHF
TR REA 5 WD B35 AR AR DhRe . T D) RRAR L B AR 48 K #iE IR
e B WA R SO AR R . KB R R HES & N ENARTT
WD BT, waetEm i, RANEHATT . RERI TR IR T
P& T 2 R AT R WD B33 A8 5 7R TT o R WD &3

MEHR 4 % B G 4R 2 R BB
R TR B

TR R B AR

Gt 2T R SR ANDAEI K. IR SRR I kT

2 PRIE T WDBR D) B P AR e -

PRI 17: EFRIEITRE S GG B WD BT I8 ThRE, femiEiE
I PR IF1 R 1714 PR i) R IE 45 R BE R
i DA i) P (BFFAXTS) | T (P& | C EEHD | 0 (SR
WD &3 EFRIBEADMPS | DMPSYAYT BRI
BT Ashworth&E& 3
(MAS) Al
BurkeFahn-Ma
rsdenflik
B RS PP &
(BFMDRS)
WA e RCT 6%

27



RONLAE e AT X 18]

— I RCT W FLAN N 60 51 WD FE35 , &3l 41 30 151 5K F &1 I X 45 DMPS
1BIT . IR DMPS 89T, HLiRYT 24 R, R SR K Ashworth
B# (MAS) 1 BurkeFahn-Marsden L7k JJBEHG1E /8% (BEMDRS)
PGSR 71 BEAS IS8 B DY RECGE 1 O, YRIT AT, EHRIZE AN 25940 1)
MAS $F4r Z R T Gi 2 L (P>0.05) « SYRITRTAREL, £Fil4H (2. 63
+0.76 vs 4.5010.78) FIZi¥4l (3.3040.65 vs 4.404+0.77) ¥
7 J5 MAS VW43 35 B TR AL (P<<0.05) , %FfiIZH MAS ¥4 ] ARG 124
M (P<<0.01) . YRJT BT ZH BEMDRS ¥ L& 2 5 (P>0.05) ,
VRIT JE AT 4L (64.974+14.26 vs 85.23+16.99) FMZGM4H (11.33
+2.60 vs 75.40416.25) ) BFMDRS 34335 B MR T 254 (P<
0.05) , FEEHIE FUZBEA 1R IT RHB A P 25 8L WD G 284 L5k 7 B s
AREITR, s REEshhae, & W BE A EIE.

UEYE S HIF5E v B e E A A 5T B
R TR -1
e E TS fi o A2
a5k BERRTT XS N WD B s B ThRERE R A — 2 MBGEE R
PRI RE 18: w2367 I GRAZ AR M /e TRAF AEAE R IIE?
Il PR i R 1 S B ME B R
ZL Al ) 2567 B SR AR R B A AE 2R SR ?
MARALHE HAE 12480t 78
Gt ot R — T B YR T T SRR A Y 2 U B2 IR T 7, SR & 2%
PEI) WD 51 3985 f5il, Ab I B 403 Wk 2, S NLFAIIK 48468 Uk, ff
FIPRRET 8 ALRY P2 R, BIE . A, G0, PHUE. MEE.
P2 R, RIEIRZ . DISEIRA . AP 24 .
&k RILHEZG WFeRLy . BRI 251 A

28




BisR ¢ (FFEM) SIFAMMEXIRE
GB/T 1. 1-2020 FRéEAL TAE G 55 1 #6450 ARvHEAL ST 45 K R 5 00 )
GB/T 7714-2015 3 Ji5 27 SCHk & AL
GB/T 16751.2-1997 HEIGKZIT ARIE 5 2 #i5r: k& (2020 17RO
F SRR PE 2 W SR T 3R (2008 )
FEARZ AN LT % (2011 48D
ISR AR P PR IR R 42 (2011 4F)

29



30

FfsR D (FEKiE) HamgimxiR

Zpgi s ] AR H 34 RR
HLD Hepatolenticular degeneration FF SR ARV
WD Wilson disease Wilson ¥
K-F Ring Kayser-Fleisher ring K-F *

PCA Penicillamine H &

DMPS Sodium dimercaptosulphonate AR AR
DMSA Dimercaptosuccinic acid THT R
™ Tetrathiomolybdate VO A AH 8 £




S 300k

[1] Leggio L,Gasbarrini G,Addolorato G.Wilson's disease[J].Lancet.2007. 369(9565):902.

[2]Lutsenko S,Petris MJ.Function and regulation of the mammalian copper-transporting

ATPases:insights from biochemical and cell biological approaches[J]. The Journal of membrane

biology.2003.191(1): 1-12.

[3] Liu J, Luan J, Zhou X,et al. Epidemiology, diagnosis, and treatment of Wilson's disease[J].

Intractable Rare Dis Res. 2017.6(4):249-255.

[4] AR AT o IR M s Rl 4, th R A A o M A A%

AL R AR E 2 W SR T e )], R a R &, 2008. 41(8): 566-569.

[5] European Association Forstudy of liver. EASL Clinical Practice Guidelines: Wilson's disease[J].

J Hepatol.2012.56(3):671-685.

[6] Aabha N, Sen SM, John M, et al. Wilson's Disease: Clinical Practice Guidelines of the Indian

National Association for Study of the Liver, the Indian Society of Pediatric Gastroenterology,

Hepatology and Nutrition, and the Movement Disorders Society of India[J].Journal of clinical and

experimental hepatology, 2019,9(1):74-98.

[7]1 BAER. R M] b AR A B ARAE.2015: 201,

[8] Haj M, Hart M, Rockey DC. Development of a novel clinical staging model for cirrhosis using

the Nationwide Inpatient Sample[J].Journal of investigative medicine .2018. 66(6): 992-997.

[9] ¥ CHH B e, 5K %, 5 BT R AR I12 T 7 R0 B 2l R 44 7E.2012.24(11): 1130-113

1.

[10] BHLCYRJE S 4 S0k AT . 55 T SR A 53 b R IE AL 5 I JR R « Goldstein 73 2 1155 & [J].
o ] o g 2 45 4 44 75.2015.(11):1335-1339.

[11] 30, G, E IR IE S8 — Wilson Ji PF 2 B R (A DI REVE M) [J]. H EE 251l R 4 15.2012.24

(11):1132-1135

[12] JA G5 B2V, Uk AT, 55 I SORAZ AR M 2 M IR K-F 340 B [J]. Fh AR I R R T 2 B (1

fi0),2014,8(12):2271-2274.

[13] Yang Y, Hao W, Wei T, et al. Role of serum ceruloplasmin in the diagnosis of Wilson

's disease: A large Chinese study[J]. Frontiers in neurology. 2022;13:1058642.

31



[14] ¥HE, ¥ 70,2 WL RN, 25 R A 78 T SR AZ AR PE 12 Wi e (1) 2 S0 H 42 P RS 75,2006(09):758-7
59.

[15] Martins da Costa C, Baldwin D, Portmann B, et al. Value of urinary copper excretion
after penicillamine challenge in the diagnosis of Wilson's disease[J]. Hepatology. 1992;15(4):
609-615.

[16] £, 330 BIAT SRAZARNE (HLD) S8 Pl i i s IR AR s 1 S5 i PR AR SRR BF 72 [D].
LR R 25K5,2015.

[17] J7%%, 2 R 5, 5K a, 55 R JC iR 2R A bR A% A A o o 3L % 29 B [0, XU o 22 0
74:%.,2016,33(11):1013-1016.

[18] K55, 2518, 55 30 B MR, 5. =i Gt 7 V0 4 SRR JFE0 12 Wi 48 20 BT [0, Hh 4200
2% E,2020,49(7):741-743.

[19] Zhang SJ, Yang WM, Li X, et al. Clinical and genetic characterization of a large coho
rt of patients with Wilson's disease in China[J]. Transl Neurodegener. 2022, 11(1):13.

[20] Zhang J, Li LY, Chen HZ, et al., Clinical efficacy and safety of Gandouling plus lo
w-dose D-penicilla- mine for treatment of Wilson's disease with neurological symptoms[J].
Journal of Traditional Chinese Medicine, 2018, 38(1):89-94.

[21] ¥3CH, 77 75 7 85,5 I S HARZ 6 TT Wilson 975 2T 4 4k (R PRATF 72 [J]. HH B 2411 PR 4%
£.2014.26(11): 1111-1113.

[22] ®hUKAT, DG, EILAE P2 2 TS 5 5 T RGBT I SR AT R U]
Hh ] R 4 A 44 7K, 1999(02):6-7.

[23] #3CH,BR0%. Wilson 7 [l PRARF fiE K2 5391 R 52T FRORZ[0].  FEf PR B 52,2005, 9(7):139-
141.

[24] JA#E, 200 R F5 0,55 5 B R T 51 I 2R A AR 2 i IR oIn S [0, Fh A A 2 ) o
#,2008, 41(10):674-677.

[25] ARBILL AR I A5 . SR BN 5 8 T R BT B R T T EUIRAZ AR A BT,
T 25 SR 24 38,1998, 17(1):23-25.

[26] AR L, 5K, 80K 58,58, 8 T IR 5 H BRI AE R IR 7 BT SRR A T R bR 0].
[EH7 25 51l R 2% ,2000, 19(3):166-168.

[27] AT R B R, WA 20 S, 55 A1 2 W IR BV T IF BEDIRAZ AR 1 31 B[] 08 25 5 IR, 1989, 8(4):

32



201-203.

[28] Ty, 4 S EhHE, 55 Wilson Ji & T IR OR . R Th e e ik & D) b Bl AR 2 R
T PRI PR R e R FHFHELS 44 75.2019.35(3):596-599.

[29] BZK 4 AR, Z8 1IN R AR VA 7 I SRR A P 1R 28R W 52 [ I PR FELS 2% 7%.,2017,33(1
0):1977-1980.

[30] EFF, BRI, 2075 5, 55 AT RIA T7 1 24 A 25 B I bR A A i R UL 7k 7 B i —— B L i
PRARIG[J]. T F A2 &9 SChiR, 2022, 32(3):6.

[31] BkFd FE, BRSO, 5 T R YR T I SOIRAZ A M F 2 U e 32 R it 7 (0], P R 2
= R 28 E,2021,28(10):29-36.

33



	前  言
	引  言
	肝豆状核变性中西医结合诊疗指南
	1 范围
	2 规范性引用文件
	3 术语与定义
	4诊断
	5 治疗
	6 诊疗流程
	附录A（资料性）编制方法
	附录B（资料性）证据综合报告
	附录C（规范性）引用的相关标准
	附录D（资料性）缩略词对照表
	参考文献

