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Menkes # € 7/VEY “macular mouse” OFIEIZHT 2R
— B 2H BHIHERERWIRMAHORES —

mXORABEOEE

A UHIZY  Menkes kinky hair % (X U7 R BERBREATFREE T80, AAXLIEALT
BARIBTH 3, FAFHc L > TRREINLCH,~MIZT 7 RDONIESEMIL /y)B. A 7 AR &R
IHERAEESL, HORBATREGHRLTAZ L LD EFIENE LTEL LN TWVWS, EHFEIRERNC
BWTCIO#FMIC - 2 HFREEBEK TH 5 cytochrome ¢ oxidase(CCO)ZHIEL Ml/y O, [LETOE
TEBESHMC L. #ETHEPEMEEECEBRE L ComlfEtiRE L. ERIISBW TR, CCO D
T oOFREND SO AN F—REOL(LERHSIBE R OWTARE. Bt LI,

(Hiy AERICEC,H,-MIF<7AD Ml/y &3 bo—/EE LT normal litter mate(+/y)
RV, MRHOMEZX. BAETFH NMR 2E# (GSX-270 WB,6, 4 Tesla) % £ L. in vivo
F® ¥ P-nuclear magnetic resonance (NMR) spectrum ##7. HL ¥ in vitro FT® 'H-NMR
spectrum M IC & » TiT- 72 ¥ P~-NMR spectrum 2347 ; Ml/y (B# 9, 145H), +/y (A#9H
B 22hZFh s RFHOFEBEEERT CHARIOmOREIA NVICEE L. AIEREEZIBEE
109, 5 MHz,/ L Z1815. 0 4 sec, EEIEM400E & LT spectrum (257 TR IF—IKEE. &I /1L
BMDE— 7 EEERD, EVWDLTH > TRLU. A pH 3. phosphocreatine(PCr) & HE#RBEBI(Pi)
LDy 7 P EOEHR U, 'H-NMR spectrum 5347; Ml/y, +/y (B# 9 HH) % 5EFH>RKH
ZICTHER L7-EE. BEAZEDCETICBRNERZ. F51 714 X LTEMERD B LBR%.
0.1 N HCL/99% A% J—NATHhREIH4 XL, 0.3N HCLO, THIH L. £415%10,000g X10
min Tk, E#%1. 5N KOH, 0,3N KCL, 0. IN K-phosphate THI L7z, BEFSRA TRILEERE
waa L. BAERO 3 —trimethylsilylpropionate(TSP) & #£420. 1IN phosphate buffered D, O IZ/5#%
L. 8ElE Uiz £ LT 5 mEaRWEE RS20, 5 MHz, 7L A8E4. 2 4 sec, FHOE12801T & - THI
ELT2o BWMHORE BHENE TSP LDILEY 7 bBXU Y T FADRT — 2 DRI, ERBHFT
i3, Petroff SDFEICHEL, TSP icd 3V 7 HILHTH > TiT~ 7

G5E>  Y'P-NMR spectrum #3#7 ; B 9 HE® My & +/y OUB TR T 2L F —{REEERIRT 3
& XT3 PCr/Pi (2 +/y 1,70, Ml/yl. I5& HEIC MUy CIEEATR LA U o 0BT 2 ATP
OEIEHEEIBETLTWS L, PCr/ATP BZERMETH S & & D, PCridh D T ATP O
TFbE-TWB T EAME XN, BN pH 3 +/y 7,35, MI/yT. 15& Ml/y TEEICT & K— ¥ R
TWwiz, 'H-NMR spectrum 53#7 ; Fl&, PCr, creatine (Cr), X U GABA, N—acetylaspartate %
W ETEEMET I BHNEIEARETH 57 Cr, PCrid ¥ P-NMR OERE—B LT, Ml/yid +/y 12

HELT Cr &<, PCr BEWHEEER Ui, £/, B MYy THEICEC ., in vivo CRONALT
Y= Fy i, HBOERICLSHOEEZ SN/, BT I /JBIEWTR, FEEZEDIPMEIERL
Mty
(EEw> HRSHEBEBW, Ml/y TO PCr/pi, ATPDIET, 7¥ F—¥ X, ABOERF N
F-HHDOBETFTEPESMZ LI, PCr/PiDETOA T ATPOETORLAIEBEEL LA LF—
{ETREEAE Z S EDRRE LTI b P 7HEREIEEDA T  HHOERE (free radical DI
MeA735 3 RER - MERES) L5350, H5VWIEH GRRED LT TicEENETLTY
BEHEENB,

HYEBEEOBRREODEE
AWRIIBRSLRE (NMR) 2V, A V7R - FrF— - AT—K (A 25 R OEFNLENYT
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HBTI T2 XROBEARBMENE L, A 7 AROPEBEREOREBFICSDVWTRN LD TH
Do TR, =75 —2 9 XTI in vivo Th in vitro THhIF L F—KENREFLTWS &4
o f:o .
(A ' :
ETNHMEL TR I S 7 ADNIESETHSE My %, WBE LTIEERERF (+/y) ZHWV
TWb, NMR & 7+ LORIEICIBAABFHE NMR S8 (£F) GSX-2T0WB)EHWT W3, in
vivo DIERHORER ¥ P-NMR AR bn R I E—, in vitro DEFHI. '"H-NMR 2<% bz 23
B~k > T3, in vivo DA TIZRkZ K7 LT7F >~ (PCr). ATP, #Ei%Y L8 (Pi), YV VvBE/ 2
A7)V (PME) 20 BASLEMOBEN L VH L omkitick ~» TRkH o TW 3, F/ in vitro
OHFTIRENBORTERAYBEEMA 2 Lick b, FUB PCr. 7L 7F 2 (Cr). GABA, 73 /8
HOERNTTONT WA,
(5 |
1) B9 BED <7 3—2u A EXMB< 7 RiIZ-2WVT in vivo TD NMR Ehaifrbi. PCr/Pi ik
Hoil, BHREBEFVEMTL 15, BB TL 70 (P<0,05) &, EFLBHCHOMETLT
Wzo (ATP)/(ATP+PCr+Pi+PME) e b<7 5 —v I A TETF LTV e PCI/ATP Hi3ZDH -
TWEWDT PCr & ATPBEREFTLTWAEEHRING, £/, PCr & PiDr iANY 7 ME
b S3kd7=BP pH BBV TV S, ‘

2) B 9 BHDE T A E Ao BRREEMN OB & 2 o - BRiIc 2O THE, PCr.Cr
ENRERINI, . '
FLBR (€1.63%0,11) — (2,260, 35) (P <0,0D)) &

Cr (2,230, 34) — (2,98+0,34) (P <0,05)) I¥mM@EmERL,
PCr ((1,67%0,54) — (1.50%0.17)) R BEHEZER L7

(EE)

RS- AEFBHI BACEVT T TICMAL A LT —RSHOETEE L TVA I LA E
Hatio COMBIAAF—~LANDETIZS b7 o—L4 c B{BEOTHIEEE E UHEROBEICE 3
bDERDLNZN, TTICRRAL ST > TV ATHEENE L Sh, A U AROTHRMERED T LR
Eo—otiL dh 5,

PLEDORRICT 2R, DTOESR>WTREL FHNI
1. YP-NMR x5 3a, B, 7Y¥—2 0%
. SREYOIHEEICONWT

. B9 BEHERBAIRL

T T —7 o RO DEEDFH

. ADP BHIsE L7

. DR TREOHE

HF LT I oREADEE
BRANDHFDOERD S H=X L

. R T7 ) AAREDREE

10. A v RAFROEFRE

W Lo =1 B U e WM

INSOBRBICHT ARFEEOLERBBURBINTS -1, LbhSHFBIIEL (EE) 0%MH
ELTCEREHLVLDOTHBEIEE2EA—F L TH LI
BNEEHEME FH O OHE OB A &
AE g AR R B OAE g OE M %
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