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HESE ARARNETERRAR  pHMEAAMNEAKBLIRATRAERATSHTHARBHRT T,
ABMBHA LT EELAHEAAEEHN B LARY T ERLES LA PAR T HBARH RBSOHE

EFLM, BT RE,

FFERZZER P RS SIETT

AL R,

}ﬂ:ﬁ_ﬁﬁ’ﬁﬁ(hepato-
lenticular degeneration, HLD)
X # Wilson ¥ (Wilson dis-
ease, WD), K F 4 3/10 71
AD L REREAKEEARNT
AR, B T LT
mMELRtRZ—, EH2 K
RN . EOMPEES SR
TRTIERSBEA—FN
ERRERES. ARWHESARIERA R EE
HEIESHEEAAER . HEHGMERSR
*. WERBTHERRENT.

1 ZHEFRB(BAL)M HLD W&T 1951 £
Curmnings & Denny-Brown ¥ & % % 8] A BAL & #
HLD # % FREF 8 i, R 2> HLD B & 348 G i bk
WEERBE. HEFERRE BAL FRRENEE,
MEERATCETEAEFIEERSTEFRK
BEL TR MR Z, B A BAL E&®KY,

2 &% M (penicillamine, PCA) A 47 HLD AL 8t
K 1956 4 Walshe 258/ PCA 677 2 #) HLD, IESE
PR L L X GE INRGE 6 B, 3F T 1960 4
PCAY77 HLD BEMTRET HAMMNEM B S,
It 40 &% PCA —HXBE NG HLD W E EZ
Y. BRERE PCAEERHEELKEMAA KRR
RO % Bl & A T A TE R R R,
OB AARE () LM RE S EnER Mm%,
KBIRA PCA B4, 7T 8w 1t 40 4 & B 8 55 10 2
e, B AR , Bk S B, 0 BT A R
FAESEADRE AR FrBETHERE
HLLRIRAE (SLE) EHENL AR B #£- M me &1

frERGLEMTEERMSHREFRR(EE 2300601)
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(Goodpasture syndrome ) F M EH, RAOBHEH
FRRREMMEEEL . &% PCA 57 128 #
HLD R EF 45 F S 2% ) FESH AR RN, K
o P B A R R b 18 L RO 12 L B R R
11 BIRE BNl RN 4 5], B, IEM Walshe(1982) %
AFE HLD BT LA E RN RALG AR
PCAKIFRE.

3 Hmi&EAH0r

3.1 ZEHET % (sodium dimercaptosue-
cinate, Na-DMS)Y B —#i & T — ¥ (dimercaptosucci
acid, DMSA)  Na-DMS B 1954 F EES ¥k L
¥ 2 T 5T T S TR T 0 T A o R T O R K A —
MR ERNEERE S FTFHETH MK DMSA O
BT, SEKESH Na-DMS L g 5 30 min, RHRE
BEMAGHYTEAEN 40%. 4h 79 80% Hhitt, &%
EHEEMNENTER, 2R K E Na-DMS, IEH I
HERARE 5B, Na-DMSEH 2 MHEH#AL
HiE. TSRNESHAESNERETHS . E0H
R HE L B IR B T B L S 4 (mercafide ), M B BE HE
AR R T ALNHE,

FRHER B e SR T 3 B & % (1987) Al Na-DMS
1eBREEFD 2K, 4 AR 1 AR, KT 65 5
HLD, RHF G ITRT (431.80 £25.41)pg 24 h B F
(920,75 +88.90) pg/24h, 52 £ (88% )ik FAE R
W&, 1990 ERZELYXUREFE 6 AN 1L AMF
#3897 25 1l HLD B &, IRH MG IT #i(334.28 &
100.48)ug /24 W FIRIFIEHI(783.97 £392.81 ) g/
24 h, 18 F(72% ) AR E o

2% (1988—1989) A DMSA O i67r HLD &
HFAA2EHTR2 e, BH2KOLER+),BA 20
FBK0.75g, A2 KULERE) B4R 1
TR RITIE A SR 4 % (116938 + 588.53) pg/
24 B ARVRITTIT(289.48 £ 120.30) ug/24 h B EHE,
13 5 (59% ) Wi Bk AE Ak 1% % ; B 41 /R HE 4R f 36 97 A
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(289.28 +38.32) ug/24 h 8 ¥ (724.52 + 80.35) pg/
24 h, 16 71(80 % )i FRAE R &

FARER: (1) §ipd R A 0. w5k,
B B %, Na-DMS 81 JR i 0807 65 Bl 9 4
(13.8% )W B B "M ; O DMSA 42 fld {2 7
#l(16.6%) AR MK AR, BB RIS, R
BLEREREGHEEK. (2) deRR; FEXRBER.
HEF, 65 H Na-DMS H{L 2 #i(3.1%) &4, 42 Bl
DMSA 41 2 #)(4.8%) % . (3) RECF L M. 65
il Na-DMS @b 14 41 (21.5% ) & 4 LR (R) 7 i
W, 4 (6%) HE k%8842 1) DMSA A 12 f
(28.6% ) B, Je R E R 2 6(4.8%) HIgERE, ER
HE 5Bl N BB AU R

3.2 —HEBEH(DMPS) {LESHE BAL
PR (COH) #% 8 B 2 (-SO;Na) IR I i, B
TR ERTE, EBE, KT BAL. B SO
CH DMPS B T ik 5 30 min JF ML ES #,2 h 1§
HhTHRE2.4% .24 hELRIAY , ZRERS
L MEERTSE 1 WHERSAMHE, FHEERY
EFBRNR Wb R 259 BORE , L E R
R, DMPS HEAKH IR, HEEM 2 MR SRR
GEHANEREFEAIGEEREL UERER
EFHRRMAKNMEEN. S ERIEW, G7
EDMPS LM EZEEF . HENEEHNITTIR
B,

PR HEA B s AT 3% Konovalov (1957) B o R B M
BDMPS 57 HLD B E 2 6l T AME. BAH
T (1964) L DMPS 647 5 # HLD B &, HMEH
DMPS0.125 g, LR 5, 8 H 2 W, HEH 10~350
XAR%E, mIRS#E 3 6,52 Fi,

EH5(1990) PRI DMPS 1 g % F 5% B A
PR 500 mL P E B BIKET,. B L .4 MR 1
TR, IRIT 50 ) HLD fRE , b HE 436 9T A V- 19 18
a~10 5,39 F(78% Y iE AT R E . A REMEK
M ALE 5 I B RE Buim BT B i o A

3.3 ZZH-B 1L @™ i (triethylene tetramine
dihydrochloride, TETA) 1982 X HEAMSHA N E
HR(FDA)EE TETA X ARt % PCA #4797/ HLLD
BENEITHY, £45,FX TETANIXME AT F
HeE , FIE IS R AR R R M i — T,

4 WEENFESEST  Schouwink(1961)H %
# 2 Bl O IR PCA 1§ HLD B # M0 IR BT B 4E, 1A R 7T 18
AT 73 . Hoogenraad( 1978—1984) %} 2 #i1% 3% 5
BRI HLD BERMNE TEEEE,

EEEX 60 HLD B & 0 W 10% T 88 5 10
ml, % H 3 W,3 AN 1T, 48 61 (80% ) ER K
ot b S0 FIEE T BT TS R HEEE R MG AT
I #(360.84 £27.69) pg/24 h B E(515.88 + 55.49)
pg/24 W(P<0.01), R4, % 31 fl HLD B & O R#
Bime e g 4 LA S 20 DR 1.6 g/d, B 4 11
BIOMK 0.8 g/d &5 8 R . A HFHAMSEHTWEE
W, m BHRHFARBETG, EREEFHE(P>
0.05), WEFEK, AHA 14 H(70%)N#EBASH
(72.7% )&,

AL RN 60 15 R o B AP, 21 (35 % ) 4
R A PRI SR, FoA bR BERR A 7 Bk,
EOWRHROBERSE 6 FlIK, S8R 2 Ak, W
BIREEREE A EH 20 IR 4 B(20% ) A — M
Wnt 2= K b EEAE B Ak BT AR R W .

5 hify FERBRKEHHLDEAHAN
hRRY L A L AL R s R
SR AE A A H TR AL A R R AR
BN A BRI B2 8 A & HLD M
AR S RE AR H TR RR, UAES
WAeWANEEE. PHER, EARAMNE 558
R AT HE.AY BB P AERESH
AP (R )RT A%,

5.1 EXRFUNRAERIRT 34 # HLD B
F9.4 It W, WAL 3 F(8.82%), 155 21 #
(61.76% ), X% 6 #{17.65% ), Ak 4 FI(11.76%),
BAEREREXT0.59%, KHEHEREHNR.

5.2 RTE&H% HLD BB eb 2 4 40 R4 . e it
g EESUET 23 FAREHRAHT HLD#
H (R AR A RS AP A B CuZn BT
# K2 BHi% A (metallothionein, MT) #1784k, 23 i
AR G5 & I R AR Cu & BB G H A
BEWA(:=9.736,P<0.01); I In A BT F
Hm(e=2.827,P<0.01);Cu/Zn LB ETH(: =
9.1, P00 EH(FEH NFELEESFAMEA
ZIAHE MT &5 FFE(:=3.128, P<0.05),

5.3 Fre@af HLD AR e B2
27 14 % HLD M 13 FI% A BREE) AR E
3BAMIERLET CuZn &ML ; 6 WA AT 4
BEMASH IR RLFERERE MEAN CuZn & &
A5 30 B R v % R R T e R AL A, 2 R
TEFH(P>0.05), I E 55 JE HLD B & FF 4
R 3 1Y) 4 B PO I £ 5 14 1 LD B 400 fm A
SRS BN M E G, 40N Co & BRI EHFA
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MEEmFEHEER L AN In SEBEHM(P
<0.05),Cu/Zn WA B 3F TR (P<0.01), B4
T AT HLD B B 4050 R 5 3 20 0 ) e SR A

6 PHEZIBTFHD U RBRRLS
1997 4 1 A—2000 4 10 A RN SR ET DK E
Brak BABLH B E 198 i d F B4 AT MIERIT AL
F6MH~24 BRIV RS, FREHMIEHRER.
BEEWENNR 22 F11.11%) .15 # (7.58%) &
131 4 (66.16% ), f B % 18.69% , & 77 3% % 84.85%
Biihi6 8 ~24 F  WRER . B R EYHE &, XM
bk e M ER TR, TR RRFPEES
BHRBT AIFAZEFAREEEERBH— SR
BLHFKMES ARSI MA AR ERR
EEHREEL EERT. A 1976 #XEXA L
AEMAEHGEEFEH (BT EEELEN
HLD B E i1 3 000 #, Lo K3 4 B & 4E 4R A B e

Y B 45

E.EAFAR EFIRFEIAERM, TH DR
H46.83%, B HUEII.16%.
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(He 8 :2007 - 05 -21)

BT RWT RS

BEF

A 4 #% %3 ( Parkinson’ s

disease, PD) 41 ¥ & R 5 &

(shaking palsy), £ 9 %€ A
HFROMERERTHEER.
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EMERRkEWEEEELE

_ HAMEGE S, FERAR
e e A A AL
- RSV ki, WKL 1L
tEM . EHBRE MK HEERE ERAEIEIRE
BRAERAEEEERST. 65 U EABBRE
HR1%. TP . cBShETREBAEEER
Hine R/ ERESWEE . HeEFEIRANM
EHHTAREE=, —BRELAH  Ba B # 0 5IE
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RS RN X 2 5 B0 & FR R R e 1R AT
HROREER, Eis LERBIEER . —HERK
AN AE". =R% &P RAZ e B F B
MR S B3 R RZF YR G LT B
AMERFEESERALEREZCHANI~5 FEEHA
ITREREFE RA"NEEEHFE, ETR
WHhHEREEHFAXAREILGFERNER, LESE
AN WS E R, Em S Rw AR RE R,

HMNAERLR 10 BEMIHSFHFRTE THENE
B EEA RS HESRRNEESIRPE
BrgTam I, i A . AEAEHE VIR TR E AR A
Wi R ARERS, MR BKT, AREEHT
RMERTEERERERRZ R AMFHRIT, AT
HRIEZK, FEMZRKHE, F—FoH T8
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