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FF SR #45#: (hepatolenticular degeneration, HLD) , L&
Wilson %5 ( Wilsons disease, WD) , B—Fh# Y @ ik Bt B (&4
RIMFEBERR, BEUATEL B/ BRER AR K -F3H
EHFERR, CEETREEG" . BOAFRERIAN, R
FIABE WD & B% K 15 ~30/100 77, BREH 1/3 7, HH
ERRA 19 P, EEFEREMIABER . BHRBERE
BARMARAABTREREN, TR ERLTHESE .
EREATEMN M WD BT R E B 5 PR, (4 507 K 52 B
FENREEE (15 TRA) BRE WD MRATWERRERE
B, HEA WD WEREA /4T, BREH 12T (HRER
RFER) HEAREENFFDO R, BELCHERORER
ROBREEHBERBL, FRRATHRERLLRHE
FEMKSZER,

WD BOBETLNRIT A RERZ— B EMREBER
FEMSERTHEHR L HERRHBT, KEARFRE, R
ZHREEGMEEERLEM . HTRERRESPAM
WEENBEAR, FEEEERREMEREREH RO
WS RS , M1 CPKFHIER WD BB IS4
U, BFSHRREER, A% 10% /) WD BE fmiF CP K
VHEEREE, MEACEENRRBLAPHE 0% HEETF
el A Mg CP A ERIE" . FEHIFHRK ATPTB HE R
STRAX WD &2 B EFH#TEH LY, Bh FHEAMAR
BERE MR, Bk, KPUX, RE%E SRR
BT R M R ER WD RS r ks h—ERA
ik, R EF B % %R B (penicillamine challenge test, PCT)
e —F R BB A TR 5™ 7 WD MBS K
PERZRE,

HERE (penicillamine, PCA) fL%2ZK B, B - ZH LA
B (B, B - dimethyl cysteine) , BEHE BRI KR™Y. BHEH
B US4 SEELRBTFEE . FREERLHENTE
HESWHEREI, AR EENESBREAN, O8I ZH
F WD #3557, OMRPCA BEBAMKZIITHIRE 24 h
REAHATLIUEE BT WD BERFESRRFFEHO LR
VB, K24 h REMERER AERNRE FHL3t WD £i28
HFRARENZHNES . " X F PCT WL EHER R
— A3CHEAE R PCT A T WD B2 IR R InF o

EEME . BHE PATESVERIRA (09A004)

E&EL: 230061 OB HMPEERMLSHEFRAHRER
BETES . $H0Kk1T,hyz89722@ sina. com

1 ¥R PCT Kk

BRSO ! h R R KA PCT J7 B M Wiz R R AR
Mo AEERERAUTHE . FRBRYXIEHXZE DR PCA
1g (JLEH20 mg - kg™ '+H8) , R K 24 h R IRE
A8, ANPRHEH > 1000 pg - 24 b7, MK H WD 2B,
HAERZY MB IR AT ik REAE IR BT i WD B
BEE R K 24 h REEH R, REOMPCALg -
d™' %44 4,55 d BRIE 24 h [RESIR,ZEKTF 1000 pg -
24 h' M KHE WD L, EEIFR%4S (American Associa-
tion for the Study of Liver Diseases, AASLD) 2008 X FHHF T
RIS M MIGST 3585 (Diagnosis and Treatment of Wil-
son Disease: An Update) #:# A9 PCT H % : O AR PCA 500 mg
q 12 h (YR SEERILXK),E 1 KR PCA 12 h FFF K
£24 h IR, R4 >1 600 pg 24 h™' (25 pmol - 24 h™") W
¥ WD B MS , 2008 EHEEFLMBHRESSMEER
RiEsMBrarEEEER e, BE, X EEHkk
FEZ, BN E NZ T AR PCT MRl R

2 PCT % WD 2R H PN E

B 1956 4F i Walshe™ ¥ 7RI PCA 1477 WD B E LUK,
# PCT T WD WS Wi S 2 0T 1976 4 Tu S goIR i, 4
7 10 Bl &F .10 ) WD 2% 26 FildE WD fF 55 %3 B8 41 iR F
| g BBIEEM 24 h REWGER, 500 WD R BEEST
PCT GHREAKT 1600 pg - 24 b~ % TR & BB Ao AR 4S
R ASBEEFREBR R ERA RBRA LS.
1980 4%, Gibbs 252 34 18 iR & WD £% & 9 FlEARFjH WD
BEOMR 64 Cu J51T PCT, 45 518 B8 & 10 SR BT PE SR HE itk B
BERATIARE 2 5L AR R B ¥ A M AT
R EREE.

1992 4 Martins Z® 55T 17 4l WD JLE & %, PCT 4%
FEN 98.2% , Mkt K 88.2% , A AR > 1 600 ug -
24h~'(25 mmol - 24 h™') HE EHLWM{E, 1997 4 Giac-
chino % %} LB WD 2 3 ) 5 52 M % B, PCT 76 1k 5 4 FF 1t
FREEMERIMN WD BEPEUSHE N 2%,

2005 4, Dhawan &) PFoY T 142 4 LA RS 4% 20 £ 55 89
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WD JLERE FLUASGHREEFR (24 ) BEEEER (T
B) FadE AR RBF 4 (12 B) FRFAR BB & Xt B, WD 47 3
R4 6.3 mmol - 24 h™' (PCT &) #132. 7 mmol - 24 k™' (PCT
f5), 398 R4 B B M Rh, 2007 4E, Muller %' 1] 38 4| WD
Wi2REANFRAR (B9 B, Ltk 19 5, RFFR S5~ 16
#,¥3510.3 %), 3L 60 G AL FFREGR R B B E 3T, HE
5 Anil ERHARER B H AN LFERER S EH
WD B2ET S, HRAMENFRUALE TR ENERMERQ
WETE,

HAKTEI %t 44 4 WD #E RILERAT PCT,27 PR L
RITH WD BEMRFEHER TRETFREEMBE, ME
FEEEMBEZALBEEER, AN PCT 5[4E% WD 2}
H— N EEKE.

3 PCT AT WD RIS EirRmE

1 FRRFIBRIT R FI PCT F ik AM R R R, B R
MBEERRMERHBENANERFENELR, FE%
iAW PCT fE N BB B IHRIEEE— R RRE

1976 4E , Larusso %' BT 5X R AR HEE WD PR &
T R S K 24 h R B4R, B LA R PCT
Xt WD BEHEHH XL AT,

1997 4E, Giacchino %™ B BF % % L PCT %t LA 24 P R &
R ILE WD REERELHNE. Petra H BBHFIFNIA
5, FEFFR B E S PCT HAETFH PCA BRI ARFER T A RS I
HEE R B BAHZ WD HHNE.

Muller %' B4R & 51 38 4] WD Bi2 B E 71T PCT BTG &
RAMBES T BA,BE6MAFERIT PCTHERER,
25 il A FFEERER Y WD BE S 23 Hi{h 2 SR ,9
PHERBTHSR A E DA 7 FR B R, ROC 4
BT BR, A 25 pmol - 24 h™' RLUT R, L Sk FFERER K
WD & RN 76% R 93% . IELIRRERE
FE 16 ~25 pmol - 24 h™' Z (6], WL BURMEHR B 20% , i R HE
WA 16% . SEARETHA 0 I 8 2 BUBHE R 46% . IR
Ik PCT 3 FFEER AT EI0 WD BEH 5 EHLHNE,
(B RE AR BT 0 RN S LT SR (B B R R

2010 €, Emanuele %1% 1) 40 1] WD JL % & % HBF R %4
8,310 58 FIAERRE BIA T EoA RS B E %t BR4L, 7E 25
B2 PCTH WD BER{UE 3 B1(12%) R4 >1 575 pg - 24
h™', 3 E3X 3 fi B Hy PCT RTSRS > 100 pg - 24 h™' BFFLENF
RS, 1558 PNt AP WHE 3 B (5.2%) >1575 pg 24
h' BRI R TEAEAR B SRRt ., HEZEXH
B 5% ROC HZMBURHLEN 2%,

Hem s 3t 29 4 WD a4 F R 25 4] WD A FH
PCT, 4R %M 29 flaiE FHREANEEB FER S RA, T
25 BiZATFHA 14 FIMRERGTY B, Bit, ZHRR
7~ PCT RAX WD i FH LM E, BRUHBRZE T2
¥,

4 &g

GLETR PCT BAFE—EMRRYE, BB PCAERE
SRESAAABENEKRAE ARAERELZ NN
SrEEHHEAS AN PCT B BEMA PCA WKL
AN LA B PR B SR 72 o M T A R ) R (B A A — T
XeWeRE ik, BRARERRE REES .5 TEmRE
B FA% A PCT 72 WD B E (UHZILE WD B£) B+
MEC B EEH ZHEZ, # AASLD MPEEXSBHENILE
WD BEBHZMHEERKE, F B 5l E CP AT,
24 h REMZEEEARHRE A FSHLEHNE (3%
T4 BIEE) . RETFERMEE BRI MRHE - BB EiE
WEHER HRBENEESTRAK AR, #5 WD B2
WK ARG B IR AT (EAE MG R LB P, A A A2
BERH ,PCT i ENR T,
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B e TR TS e W PR A T L R, W R 2 Y T 25 )
BB B T I M6 , B X e iR 2 25 ) Bt 245 HL I 7E 20
42 90 FRLUBTAR YR AL EEN T, MELKE REF
&, 1998 4F, Martinez %" 5 55 1% 18 6 B 43 B8 T kA 48 ST 10
BP0 OB pM6252 BB 5 41 B 0 e S B 25, 68 A7)
S EKM LA THHOIAR §0RNN LT
K25 E R Martinez Martinez %" RIHAE K qur (A&
%% quAl) )G 2005 E A AR ERETRAT
quiS1 A, 2006 £ H2%F Jacoby &1 B I quB £ —Fp
SHHEEE, 5 qurAl 45558 ER IR EER 39.5%, 5
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