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WEAE EPH MER
BAGF. BETE. BERE. DMIEH, BRES

Menkes#s % Sf#6i1% B B THhHATPase (ATPTASEIEFREBIC LB ER R B R EE
BTHD. ATPTIAZHBRATHRO Y AL ILhLITLSHELUHBEN~D#EEE
FloTVS, TIDEDRIES MABRELT, RN BbIhd, ATPTABEETR
£ THSMenkesiFHIIATIL, AT ILOEABESNGEN O, 25— EBERS
53 b EREE SR Lysyl Oxidase (LOX)FMEDETHEL, EELHEHBRELZET D, R
OB EICE>THT I DEADTFEZE (THESNEH . LOGEREHESI T,
EEBEREISHLTIZZEI,LZL, LI=A>T, MenkesimBEIZBLTIX,. BELE:
BTN CHRESHRIEZ SRS ESENEETHD, Disulfiram(PRIL
T45.L) 1%, Diethyldithiocarbamate (DEDTC)D —EAHRTHY . AN TEOHIZDEDTC
IZBREhd, F 4L, LLET. MenkesiRET ILY I RZRALT. tAEIEBEFL—M
DEDTCO$f B 5N MBI CORDEEICEMTHI I LERLI=, SHEIL,
Menkes#® B iR#EFMIIZ AT, 7l ERLOXEEZEELLTDEDTCOEFE
[ZDOWTHERELT=,

— 103 —



Menkes¥® D R F iR RE
Gu % B R

Golgi{h

W ie: - < .
“ '
g

ATPTASETI AR | T~

Menkesi® D #li3 RN R 4 B im RE
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/ MT®

MT®

Golgi apparatu:

ATPTA MT®
MT®
® ATOX1

| (HAH1)

o _Oe MT® @

e /

CTR1 : copper transporter 1 ATOX1 : copper chaperone

ATP7A : copper-transporting P- type ATPase MT : metallothionein
@@ :copper .
Normal cells Menkes cells
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Diethyldithiocarbonate (DEDTC)IZ G B & L —ME
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7%
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Table 1. MenkesfREHITE

Pti ptz pt3 Pra
RERA 2008/8/29 1988/5/10 200871148 1897/8/6
e 38wdad - 36wad 38wad
HETEE 2970 - 2536 2556
# 17 8 24 16
EROITREY 5.6 9 8.4 i1
BEFES No analyze C644T €4060G €31017
34 203222 154122
£33 ] Hy - _ PO EE
IR B 5B o B
MRS %%2?& %ﬁi%ﬂi i E ) U A %gxa ; {58, PRI
BiRTE 25 A T iR - T il EHEAT FREIRREETT
44 F - IS

(A)

Abs/mg Cell protein

R _EEd ) Lysyl Oxidase (LOX)iETE

450 -
400 A
350 -
300 -
250 -
200 -
150 ~
100 +
50 -

(B)

Abs/mg Cell protein

Ptl

Pt1~Pt4: Menkes disease fibroblast,

- Pt3

Pt2

Pt4 Cirl
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Ctr2

450
400
350
300
250
200
150
100

Menkes Control
*P<0.005

Ctrl, 2: Control fibroblasts



DEDTCHIFZ & D8 L;Zh MDLysyl Oxidase (LOX);ETE

(A) (B)
700 - 450 -
400 -
= 600 - c
g ‘S 350 -
4= )
S 3001 © 300 -
(=N [«X
E 400 - 8 250 -
2% 300 - oo 200 -
S £
~ ~ 150 -
8 200 - a8
f: « 100 4
100 - 50 -
0 - o -
Ptl Pt2 Pt3 Pt4 Ctrl Ctr2 Menkes Control

Ptl~Pt4: Menkes disease fibroblast, Ctrl, 2: Control fibroblasts

DEDTCiEMIZdSLysyl Oxidase (LOX)
EEDEL

700 1 . B Medium alone
600 | | | Medium + DEDTC
500 - l

400

300

200

100

Pt1 P2 Pt3 P4 Crl  Ctr2 *P<0.05

Ptl1~Pt4: Menkes disease fibroblast, Ctrl, 2: Control fibroblasts
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Cu concentration(ng)/mg Cell protein

RS R R R EE ELysyl Oxidase (LOX)iE DRI

500

450

400

350

300

250

200

150

100

50

0

500

4 Menkes: Medium

il Control: Medium

4 Menkes: Medium+DEDTC

@ Control: Medium+DEDTC

1000 1500

LOX (Abs/mg Cell protein)

Cu concentration {ng)/mg Cell protein

250 ~

200 4 |

150 4 ||

100 {1 |

50 4

Medum [T

, .
[ S}
2 8 2
£ = £
2 2
- -]
(] ()]
e =
Memkes Control
**¥P<0,001

1. MenkesTRiGHSEMBNDIESE FiFdDLysyl Oxidase
(LOX);EE (X IEE S FMIE (O bO—)L)EERTEE
':1&ﬁ.§_§fﬁbf:o

. B ZDEDTCE BN A2 &lzkY .. MenkesfE R 2E40

fanigE LEhooXEEIZEEL, avbO—ILEDE
[ZEBoHoNE{lEoT=, — A, arbO—ILigH FHRIZEH
WTIEDEDTCHEINIZ L ALOXEED ERIZEBH LTI =,

. MR PERIRE L, HERD W E ERHERIC. MenkesT#RHE 3F

M TIEaYra—JLEERTHEICBIELZRL-, &t
[ZDEDTCEHEMLTI=IHE D MenkesfmHARINSEE L.

DEDTCIERMD IS S IR TRV T HIERIAEHNT=
NEELETITEMT=,
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- BE R MR L —MFIDEDTCE B INL TMenkesyim il 4 Sk i pa % 15
EL-#EE. Lysyl Oxidase (LOX)iEHEDELLVHELBOLNT=,
D ENMDHRRRAD YA ILIZETEL TULV=ERADEDTCEHEEL T,
TCERICEZESh, D ibiABER CTHHLOXEFEEL.. LOXFEHEE
WMEEIEEEZ DN,
HIZSADMRANEIRELEEBRET A EICKY., MBERNREEEICHST
ADEDTCHONRZIERTHIVLELH D,

1= . Menkes¥ii £1=1d Occipital HornfE{EBEETILYDRZAINT,
DEDTCO#EEMEBEICHTHRE. a5—F U OISAFUERBD
T—h—1EEZRITTAHEIZLDT, invivolZBUWTIREET 5,
EELTESHBEREEDETLERTHALOXFEMEDEIRZin vitro K& Uin
vivo CEMII CEA A REILTH L. B AEERED-OIZ,
BEMICELEZLRETHS,
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