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FRIBE5 OB PRBAIE 5 5E 2 BN

¥ L EE Kearns—Sayre fFEEE(CXIT B coenzyme Q,, DBEDR
GXREZE H B

(B12)
o OHEN K & B BN R

wXANBEOES

g M

Kearns—Sayre fiEfE8 (KSS) i, METHAMBHRRE, BELEWE, EET oy 223 F#E

L, /K, BEm &40, BRI ba v FY) 7TOREENEY (“ragged—red”
fibers) OFFEICE DEEOTSNE L ba v F ) TRFEORETH B, M, BEHABEER
UHBR /W EVBREEIE ER L TEY 3 a3V FY) THEEFERBIEoBEELSZD ONE, Lk
L 20 FERBFIHTEEE L S THOEV, 22 T ba v F Y THEEHGERIC BYO TEF O
(& U TEERBRENERILTWVS coenzyme Q9 (CoQ) wEBL, KSSE¥HI ta v )7
BAMDDCoQ ABARMELIEC AEBRIETFTLTVET E BV LI, CoQ 3% A kioR
Bitk-> THHITLOTE 3M—DI ba Y F) TETEERD EXRTH 5, APIETIE KSS Flicktd
% CoQES5DHEREIBRIT OV TEMICHE L.

5 &)

MRIZK S SEHETH (Bik6 flick: 1 F) THEEIZ20EL D Bk, BRIRIZI0EL D24ETH 3,
3 A LS F AT 3 Pl Es K AL RABITH D, /INMEIS 1 Blic, ragged-red fibers
2 2Hc BT,

HERBREHEBTDOCoQERII I ba v FY THEICOWT n-hexane il %S Sk A7 o< + 7
77 4 —ICTRE Lo AEMeEHE R DB R (LIEERIE TBA (thiobarbituric acid) #icT
HIE LT

CoQ#kiZ1 H60-150mg % 67 H— 343 # AREORS Lz, CoQ BN I3 551k
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OEFREER, DB, T x—y —BHAMTA L, WEERE MMREFRELN, PP nuclear
magnetié resonance (3P NMR) spectroscopy OREHEEICLDITo1, TATA—%
—EFER TR MY, ZEEHCI5 watts 1540 BELESAMEET, EEBAGET, BHEH%S5 2,
1053, 1553, 2043, 305kicE 4 RIML AMTVEE (L) RO ELEVBREVEE P 2#FEL, L/P
HROL+P 28 L, %P NMR spectroscopy ((#BEE MR EE RBUEWHE 1.5 tesla )
ZERL, BEAABRIUGEG BICER 8 cnORE 2 A VEEE LIIE LT, BizET va A —4 —25
watts, 159FEOEEEMET, 27 b viERRT4 25, EEET%2 AT aRED oh
Too BRI PIBWTY VT F VB (PCr) &% (Pi) ov—75%RIEL, 2D (PCr/Pi)
el

(B% - #&) ,

(CoQBERID KSS BELRBHBHONMT )

1D EBRBEBGI VY TEARUD O CoQEEIE 131 +0.92 £g/mg mitochondrial protein

GME 313 +087) (mean=+ SD) EEEIETLTWI (p<0.01) o

2) KBRS ERLISERIE, malondialdehyde B& LT82+ 21 nmoles/g wet
weight (mean=®SD) T, %8 (120+55) (mean=*SD) & ORICEBEEEZRDUE, -7
(KSS#EHITHT 5 CoQ BRSO HE)

D BRERC VT, BEIER R T EY B EICBEREL 185, SIRBFEIC DV TR
BRI E A BT 7o INUKFERE - IEFITIE Co QB Gick DEF, BEREENIWELL,
2) DEBEREEIOVTUL, FIEEE 7ny 7ET2AM 7o v 7 28D 1A TQR SHRDEE
P—ERIcRE LPQREROEES 3 Ll Bkl L TdE LT,

3) TATA—y—EHARROMEL/PH, L+POEEERRE CoQIERS5HERICTRL, 1,
C 0Q o—Eyh khic & W BILAERL 7o,

4) BEEREBETEERL COWEABKU L/PHS CoQREICTERICE T UE L1,

5) (RikEGEFRMBLIC OV T, BEMIELK PITHEIS (P37 M5/ R OERANCoQ BE%H
BickE L1, N13—NI18 TESREE OIERIE C o QBREBRUESERHRD 5N,

6) 3P NMR spectroscopy &k 2 EHEMH 7 2 b OB TREBBROEHEFH PO PCr/Pi O
55 C o Q¥ 5Ic & D{BES NI, MHEEER Co QIIREHD 345 Th -7 BB CoQEHFIKT
FHCBWERZ R 18 -7,

e 38

1. KSSIZBWTBHRA ba ¥ F) TEARYD DO Co QERBRBRIET LTV,

2. CoQOEHBSICK VIMEET oy 7, HKEARMEN, AHREFRENRZTONENED 5N
720 ,

3. %7, CoQR5ick v EFAMEOMD L/P - L+PORE LA, #K L/P LIAVHES
n3c &, RUBRHTO PCr/Pi HOBFHHROBEMEESN BT LWRINT, Thod3EESH
23 b3V E) TRALEED Co QiR SIc K VREI N L EERT D EEZLNS,
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4. KSS OIS ERUSE ML T 59, Co QEEEDE I C o Q DHABIALIE
EREERE ZREBHETH B LEEZ DN,

 HRXDOEBERROEE

AR, b a v FY) TREEO—HKEITH 5 Kearns—Sayre EEREIKB VT, (tav )7
REEFHREROBRERTH S coenzyme Q9 DAEBROREE RS, WKHESE 47 L IbOT
bHb, ZDOFER, coenzyme Q¢ BEVPHKIPIR L VBRI OSERHKN EE O MAH,
B/eve BRILEESBEL, ERROBEGTO s LT FYY) VB ) YERLOBIEARRET S L3t
i, BBRTE, =870y, 1%@%3?%’%@%’%’% bHET AT LA OIC Uiz, AT IIHRER
& DIREGEEE L s T /- Kearns— Sayre FEBRERCH LT LWIBEEREOG M A S icLcb o
Thh, FIcEd 2EFERDohB,
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