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2 har RUTHR (FEEEE 21) ORI, #% DNA EOBIRTFOEROYAE I b2 KU 7 DNA (mtDNA)
DFFOEAH Y . K DNA _EOBEATE 200 IV s D2 R, mtDNA ZIZRE /B, SERR Y 100 2B 25
JRERNRIE SN TN D, T7205, 2 har KU THRIISERE R AR L > T &R SNA 723 b=
R THSRERR RO CH D, 2 har KU TEREIIT VYA <7, 23— L0, DECEE S R8aisne
FEESE, 2 < OMPIRBICHRD AL, BIR EEERRNERATERT 500, I har RYTHHE 2 OMRRREIC
RARRZRIREET 2, FEFEICRB VT H, KT L2 by KU THRER (0118 C & 2 HAIMT Qs
I har RUTRICET HIRERBIOEERIL, I hay R TFEREREOK I L A= V¥ —#EEIR T L& 2 b
THY ., FHITRNF—Z LBV L T DR CERASEIR BN 2728, FRACARERBROZET R LoD,
REOLENEHIER E LTERNDEHIE LT, 2 har RUTICE D ATP FEAREDRER, R ~DT R /LX—
KIFERRL D72, AT > R—3 ARSI &ERIIND, ZOLH72I har RUTRNEBR -, Riixy hv—
7 BROZEAH E D X5 ITIRHE & B2 DRI 2R S0,
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HEE T %, BRCR X —FEAMEF LTV D R oy R FREEICHET DSV TSR 2 J 125 &
I, RN T T a—F ISR B 50, HKL, PFK1, LDH OfffaBERE T hay KU TR~ 7 AT
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R RRRE DG 2 U PRI IER 3 2865 % RNA-Seq & FIVWVCTA#T L7-, TLAM (PFK1 FfH5E) &L
2 (LDH B 23& HITEOLINIC by R 7R A U7k 3 fikE 4 iV CRfT 217572, BURIE R
IO KD BROEE &5 5, X har RYUTHOFERERDI hay R 7BEFEREZAT 5k (143B
Cybrid m.3243A>G 97%) &. %A L7V vEikk (143B Cybrid m.3243A>G 0%) TOFRHL IZ — AT E 72701
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IV CBRE B A FRIAB A5 | S 23— C, HEHEOEFATHS PFK1 %7/ LR CRIBS STl
R AN AL Z S o7, —C, TLAM I L 585 7458 L, PFK1KO HeLa #ifia & Bikk HeLa fifialz3517 %
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T by RU T TR EEZINTH 5 Leigh MIEDFIRE A4S (Ndufsd KO) ZEA L7 IPS Mildz
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Leigh BEET /L~ 7 A Ndufsd KO <7 AZHBWT, TLAM (100 mgkg) EFEERS GA/KET 0.056~2%D
4 ;7). GleNAc (HK1 BAZEAL 0.5 mgkg) THMIMERT 5 & & HIZ, HEBWEGE (rotarod assay) 73 L7z, T
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FREIRE DR A2 TR D D 2 & 2GR Uiz, IRERFRINT 21T o 7o & 2 A, B8 CREEHIusE D
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3. Leigh IMEET /L~ 7 A28 D RBERIE & AHRIE D2
NdufsdKO ~ 7 /i () & sz (b) 1244 % iba-1 GetasREE O, MR J 7~8 H3TRea T, AR (WT) |
Nduts4KO  (KO) ~vAIZHEE LA) | GleNAc, TLAM, & L<IZTLAM O (V) &85 U7-#ECHR
L7, Tba-1 YeBiffE % e bRV REL A TRIEK G L XX 40) CRIES L7-BROBMH I (SHUEFE CH%A L,
scorel : 0~5%, score2 : 6~15%. score3 : 16~30%. score4 : 30~50%. scoreb : 50~100% & L7z (N=5) ,
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Ry RY T OBEFREITER L0, I L0 X b3y RY THRERE LA AR RS T v~ T
A~D PFK1 FHEFIOZR 215 LTZ, SAMPS (Senescence-accelerated mouse-prone 8) [XE{VALEDFIAA 2
Lo DA S RUTHRRIR T & 7Y A ~ IR ik 23 (1], #aHE TLAM (100 mg/kg/day.,
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& TLAM |2 XV AR U7 3, ZEMRRaRtiE 27 M 2515 Tb 5 Barnes MR CGLEI I NFIERIFESS)
7Eolz, 3 HED b b—=0 7 TH ORI T, 120H 5095, FlL—= 7 IZIER L GBS E72X
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K4, T A = —JFET IV~ T AT DFRFERIE & ZE R~ D
SAMPS|ZTLAM 100 mg/kg % S8HHMHS-L7=OH D, BarnesiKEiBRICISI) 5, [EfED
DR V) 3R O FTENEBE DR, TiE ~L—=222"H. ProbetestiX, 1EMED7>DHUGRER]
BEARBAR A bRE L7z 1T, 180~ U AEIR O TEh &Rk L 72 b D, *P<0.05 (HhRIE,
N=6) ,
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ABFZERE Cld, fRERMAEIC L D X 22 R THERE DRG] DT & 72 D AWRRE LTz, I b
2 KU TIPS Ml &~ 7 A€ T 0 & AV TEhcis 0 Cd, PFKI BREA] TLAM & LDH FHEVER 2 R oLBgic
BT HARCRAING & IR D UGENR A MR LTz, SOITNERETS hay R THEENEE SND T VY g ~—
JRET N~ ATBNT, TLAM 12 X AHEMERE I OUGES R bz, BEOFRIRNT, b MEEMIE iPS s
U AET /B TURBSERNIRZ R LT 2D DRSS | IRFERILE, FH PFKL FEANLI ha RY 7 RE
B P D MRS EA~OTRIREIG & L CAZIMER H D LRI S LD, 2 E TORFHIEWT, PFKI FEIC L A 1EHMT
VI LI A C BRI DI DR D2 b & . FHUTHE D AMPK 7 EO5e iz o —DiEME b B 535
ZLEIRLTND [2], ARFIERRRE CIEEo~ 7 AT T /L CO X ) BRI R AV ERF O &35 BT
RNA-Seq T aATo7-7%, #54% 48 WO ClIIRRsE 4 R 728 R 5B 7 — AT b e o Tz,
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