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FERZEHERSMHERGHTA KR

PFEE, ERE SR KO, BAIE B
(1. BRAEEHRERRNTAREREMHETIRN, /& Bl 518020;
2. PEEFFERMBFPIRR, X2 300020)

RE: FakBETHLAE(ATPIB) 42 F 13q14.3 K, B —F4R45iE P& ATP 8, ATPIB# R &
RAKORLIEABRETFAGHRE, FHH FARFARARPL S, ARA R RF ()
ABRE ATPIB R G THAGHENH HAH T o ATPTB & S 4P A8 i+ A A SR 4058 35, SR
AP ATPIBR T RBAER O, B THBENL, OHELERA S, ATPTB THRA—A#H

#) B AL ST o 3 F5 47
KEHR: HFEREEM; M4; SHEH

hESHKS: RIT9.1; 0343.12 XMERINF: A XEHS: 1001-0971(2004)02-0069-04

FFEREAEEREEGARZ PR =HRRTRE
( copper-transporting P-type adencsine triphosphatase,
ATPTB) BN T 13q14.3 K, HEE A=Y N —4H
38 ATP BT84, cDNA FF3IK 4 233 bp, & 22
MR, RS 1411 MEER, FEEE TN
i

1 ATPTB &R

1993 4F, Yamaguchi 2! B4 F1 Menkes BUj% £
B (ATP7A) 18 MR &1, 0% 6 A JFF 40 B8 B #h DNA 3
B, 2B =R ERBAFFIAREH 65 MR
SRERMN, K- MRS FEGEE, 5
Menkes EHH 65% 7] 5 1% ; Southern B[ 38 3% 43 47
E W, % cDNA 7 SR B A (Wilson' s disease,
WD)RBEFNTF 13 SRk, X4 DNA L&
WB—4 7.5 kb MR =Y, K=WHFETHRE

WA B 98 :2003-07-09
ESTE BRI PE B H (200204018)

Menkes §% R F=H1 0 T S0 A4 M 22 b, 76 WD B
R Z . XEBIERY, It DNA & WD
AR R, WM EE R PR ATP R P —
BF . BEJG, Tanz S & SR 05 FUA RIS 7
WHE WD ZE AT 13q14.3 b, 7% S E $0E 4t
T ATP7B & WD & H 9 HIIEE

2 ATP7B 94548

ATPTB BEHEE 2 M T, BRI R =W
H 1.5 kb KA, GBI EERKFENF.BMHKRA
RWEH. ATPTB EHE THHIE P& ATP B§, — %
FHESRH TCEA B/ (BMR4 ) . DKTCT & fF
(BEMRALSSHIBR) . TGDN B 7 (ATP &5 84538 g
B ATP & 548 58 I 5 B i) MXGDGXNDXP ¥
. EEMNREHE NSRS AEF REAKIR
f CPC L7 \SEHPL B FF M1 8 1SR B, & R4
BRI EARRE, ENRMRE T REE A X
SRR 14 CPC F1 SEHPL 27 5 & R f 85l 5%
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BA %, Hung VA%, ATPTB ) CPC K IR %78
BHIE T AU A AT RIS

3 ATP7B ByFE

ATPTB i JF IR AR H1 19— 163 ku B BEE
HRAEERAGE. ERPRRERZE6,7,8 112
SHMBFH) WD mRNA F77E, B0 —Fh e A58 — 5
XM WD B, IR RN, —RE&BT
ATP7B i F IR 40 f S8 4 M A 8 R B R 9, IR 3%
BRI DIRE, FM R BT B ATPTB B /R 2R
B BB M K BB A9 A0 RN IR X, A X T4
{iFf ATP7A(Menkes %5 % 1) M 5 2R 54 B 3K B A0 R
BB HHES, A THSREARE N Y E
SR Rt —# B,

4 ATPTB RSt fhee
4.1 ATP7B 54#E FH¥iz

HRIR ST Y AL A SR ST B IR B i A
DiRE, AT EERASBRERREAEN. Hit,Hl
R EZE AL Z — RS0 AR AR K4
BFRIMINAE, ATPTB EEEFHREE R
BHRAER, FEE W RRE: ()ET &R
RS, R A M3 ; 2) @R, 5
— 342 P4 LA BENTIR §% 12 B P RS R oL 1T 1 2% B 40 A
J FHI4R48 ), Hung %51% ATP7B cDNA 5 A—4
B NEEREEE Cec2 WIRERF B MR N AT R 8
EEMEW, N ATPTB 7EH S MM EH B BG4
YA B ERRE T K. T EH—S 95Kk
P ATP7B Zedil 5% 2 ML I MK B A A Y& T B
YE R, Terada %74 ATP7B cDNA §: A—F WD 314
MRy $-47 SCE P34 (Long-Evans cinnamon, LEC)
KEL, XFERIGRT ATPIB WBERI R apTb 18
#ik, ATPTB7E LEC KR4I MLA0 & /R Bk %
ik, i ATPTB cDNA f 5% 8 B A AR gL 5 T
B4 1 2R E A HE S A R EANEER
X, XEHAEEY , ATPTB TEFEZ B EH SR
PRI RRERAER REKA. B, BA
ATP7B J5 vl W22 3 i 41 s B3R 4 i S S B B
Hhn, L ATPTB 1620 4 A4 HE it 18 75 il i o
BA, BT A XL BB ER N ATPTB %55 8 B & R B4k
FIPAS A AR E R 3R 2 A EER AL T A KR,
H AT L ATP7B 76 FF4EM H 9835 4 e AR P )
4.2 ATPIB 5 WD

WD & — R %%z RS 09 F e Gtk B s A ok
BA , B ITRRAE R B 8 4 HE Bk e AR AR R AL B
B R HENERE KRHERRE S, T8
M B4 L B, B 2AESE ATPTB B b %%
WBRER, EXHAT, HERBEPH%EEA
BAFHM, B BUR-BR A Y1968 ATPTB 52 3)
FREAR, BT S 2 BREAABRAEEASBA
i, £ WD H, T ATPTB RE MR T IHHEN
TIRERIBREG, i M AR /RER A REREA, T
Bt 37548 05 2 1 A B0 R R b G R R
SRR S TR R F B, SR
EEANNBME. CHIU 200 F ATP7B K%
A B R0 e e AR 4% B — PR RE N 2B
B B EREREZH M ATPTB mRNA E#FE
GRS DX I, B H L B R AR R H1069Q, 7 F I & 1Y
SEHPLI P51, ATPTB 45+ FTh BE A BF 55 Bk M &
PRI — & o i R B 7 AR A R e P s 1
R, ARE WD BT IR R EEENER
4.3 ATP7B MR 2541

EAMEE 3T ATPTB 5 i 588 490 I W0 461 i 25 5
RERE . Komatsu "B ATP7B cDNA I A £
BEHESE KB-3-1 401, ¥ 44 7= %) KB/WD 40 /it & 5
R ATPIB E [, [F 8 X4 (8.9 %) 4 (2.0
)RS, (EXE AR S R UK, DS P RREE .
WAGL, 76 KB/WD 4if b BB S B TH
PIFE R f KB/CV 4018, M40 M7E & A 20,40 F
80 pmol- L™ A M A SR P IR H /5, KB/WD 40 i3 4
FIE1K 45 B %40 KB/CV 40P 1Y) 56% , 61 % Fi
59% ;R T #— KW KB/WD 40 M4 i 040 B
B2 B 3 38 0 A 2 R MO 4, % KB/WD
FKB/CVHH HE ¥ F 7€ 500 pamol - L™ JBi4H P 37CF
10 min, RFE FHIMHAFET 30 min, R %
KB/WD4H s W41 145 81.9% , T KB/CV 41 i 3%
AT, 28 KB/WD 4H AR I 40 04 3 1 B
e KB/CV I B 3§ 05 2, 4-— W 3 5 By RE Bk
ADP BERALEL ATP, ZE L SER P IOA 2,4 — W45
#MJ5 KB/WD 44 REVEAE 1.6 B,
i KB/CV 41ff8i % , Hilt,, ATP7B 7E KB/WD 4l ffurh
HREUFEHRZRAFA S BRI HL,
Katano %121 88 = %ot A 59 5008 40 My & = W4 554
XA, XM R S A& — A B 40 R4
MR, LREH, 1 h 2R P B
BREE L 38% ~ 67% , DNA 544
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SR BURLNIRAY 10% ~ 38% , 3 H i 25 41 P A9
RIREA G BURA K 27% ~ 46% , B 7E X Lo
M AR - RBFHEE (ATPIA K
ATPTB) . 453RFEW], SATER 25 40 0 v B e ¥ 18
AR ALR RS 6 B AL, TTRE R Rl B i
RN XFU, ATP7B W] fE7E 5 28 o o o
BT 2 , R T G5 S MR S AE R, X2
BHRME—-IEEEREE PE ATPEKRRA S
IR 257 3t H A s B A
4.4 ATP7B FSTEME B E Pl R E X

WL ATPTB X IGSHTE 25 A S BT , B ¥ B 1R
i ATP7B £ ¥ 3% 1k RE 3% fn fib 98 40 B X T 441 it 24
RBRE, FRERERREMERBT TOEE,
Nakayama %51 i RT-PCR J7 % BF 5% ATP7B %
TESR SR I E R BN RIEE 242 (mul-
tidrug resistance, MDR) #i X ¥ 2 H P¥EA (P-
glycoprotein, P-gp) \ E AWM X EH 1(multidrug re-
sistance-associated protein 1, MRP1) . £ 25T 25 H#1 £ &
H 2(MRP2) &% EARE B A E A (low densi-
ty lipoprotein receptor-related protein, LRP) 1L R it}
2575 1 (breast cancer resistance protein, BCRP) A H
BRI R 82 Bl F AR5 LU A HE Rl # AT
HISHELRE B IR R B8R, ATPTB Rk 5%
MDR X452 8 H B A W B XM, ATPTB &Rk
TKEFE UG g ZERE AT ALTT 8 oh A% B 434k 4 BN
SMBETV B, XERARY, ATPTB ] {F
A=A H R AT i 2548 45, T B ATP7B #4913
MEXEBREPATRE M, BEH¥EX ATPTB
TR R[] e 40 0 o B X AT T — R BB,
AR L AHCIAEEE , B ATPTB FATE S fh i £ M
P o A] BE R — A 6T T 2 1 ARD4S), Hi-
gashimoto ZU'OVBF5T ATPTB 7 £ T8 1% th i 35 B R
W, LS5 R TN 43 Bom AR #E R %
WG PRAFAE TG B B A Kt . Miyashita %017 B S e 4
SULET7 5T ATPTB 76 D B BEIR 40 MU P A %
BREBUSHXRET R, ATPTB P B E % LUR
A RERAL ST 09 RN B A A7 19 B 1 ATP7B B
BEE X R ATPTB 7E 1 R 9IR 40 8 - A Rk
FRE S LI BB R R E N AR R
IR TUE A %o

5 4iF
ATPIB AP S REEHNBOREHE, HA,

ATPTBZEf98E MDR H 518 T ATMKE, E
TRBEA , EE R RIBE FFEY: (1) ATP7B &
PHZEAE; (2) ATPTB BITRE ; (3) ATPTB IR EHIRIT
(4)ATP7B W IE ¥ £ PRI BB ; (5) ATPTB FE1E % K b
AR ML ; (6)ATPTB Wi s RIHIRE X (7)
ATP7B 54T HLHI A X R, XEBHFTBRRT
TR RATT F 25 3 16 & R MBS M 1E 8 0F
MEEEENTE X, 7 WD i@, % ATP7B 2 H)
BT H #3, o LUG ST WD B3 RGP iR It T
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PN F
(FHEEMLBBSTELPAEN, LR 100850)

WE: 3AMTRBINTMERENGAR,L20 35FRART —LRANFTHOAF %, QB THA
BB I RS QBRI HN ZAM—F AR EF b TRaRBHALARZTHME S
FEAMAZERF, AARRBEBTRAARG BB EGH, L RAT LHH—~RFHEHF
i, ZERRRARMER RELERT RKRAEHRLELZFRTAL, WL FER
A AFREETRERNHAPLEMFRRASIALS  GAALREEREERL,

KRR : SRMFTHA; AR —MBE; $b TalSi; mpdts

HESHS: RITI.1

F 1962 5| AR K CITHRZ A B R B BE
BERBUGHRE, ARG 8 A 88 T 17
THBILF 100%50T- . RELIT R K34
BEAK, BHR—MREK, WG 20 FRHT EH
WIT IR, P K EHM SR LR E
KAHRA) VAD J5 RZEW R AP HEST 8, B3 £F
EXKEW,

20 tit42 80 SRR RN JE IR A &
BREBHBOYE K th 7 808 K5T 6 84 K
SRR, 90 FAHTXNE LM EHENERIN
WS FARFE LA T HENRR— 2 H LAY 01
ALBES R BB NRIT XA THNER. T
A HIBR— R FRIT
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1 HRER

1994 SERAEE S RNRE T VR ER KM
B BAE R T A B BIVE R, WSS & T
UV FBERIRIT Z R BRI OR, WEEFR
T — ks R AR R F B e xT TR 2 R B
BERIIT L 45 84 BISERT R A RILITF B E
FrEA e AR 200 mg-d~', 48 2 ¥ H R R 200
mg 5 800 mg, 3£I47T 80 d, 4R 2% MM E LW
P2 ARRBEAKEZEDERME 25%. Hi%W
BB R 169 5,37% MR ABEAE LT 25%
HIRER, 35 2 BRI ELBR. X—RREABHY
2ERFIERN 48% , B XFE 1 (event-free) FEIE R
H20% . XS NGk FERSE bR I B BRI
WKATUESE, BV &1 2 & B 860 9987 R



