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FGHLEH Determination of Normal Ranges of Mitochondrial Respiratory Activities
by mtDNA Transfer from Human Subjects to mtDNA-less Hela Cells for
Identification of the Pathogenicities of Mutated mtDNAs
(RAEE mtDNA ORERERET 572003 Fa¥ B TIFRIEEEEHEO
RE)
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I har MY TREBMBICEET 2MBEPVNTE T, BN Y BILIC X - TEMIFEICLELR ATP
DOREIBHEEELTWA, IPIAYRFYTOT M) v 7 AZIIMBEOBRERERTHSI P33 ~ F1) 7 DNA
(mtDNA) PBEH IV —FHELTwhH, &+ @ mtDNA X 165kb DBRTEH T, 13BEOPRHEBERE
EKD subunits, 23D rRNAs & 22 D tRNAs a2 — FENnTw b, T/, 13BUSOFREREE
AR subunits °° mtDNA OFRE, &E, FFRICEHSTL5 U7 I DNAKI—FENRTWwW5E, 0
7z, I3V R T OREEREIX mDNA L DNADZEORRZZITTWAI EIZh b,

ISPV TITHBROATP AEICBWITEELEEH 2 R-77-0, 3 L mtDNA T 5 > O EE
ZEREENEL, BIZZOLH)LEER mDNADSHRAICER T2, HROATPARICERLEE Y
5z, ZHnEE HBOREZFIEREIIWHRENTETE S, —F, mtDNA OEXEHREE I3 DNA
D5~10BTHALEHRENTWAZEDS, mDNAIZRHEERERERZ T TR, bLASKLS
RIZERBRAPE L TWAIEDPHONT VD, E2AH, TDLI)RERERERNI bav FY) 7O
WRRICEZ2FBREILALENEIN TV RVOPBIRTH S, £2T, XA TIEL O mtDNA DL H
RERMNI Py B TIRHREREICES 2 2 EBIIOWTRIET 570, BEZBERICBIAI Pav Y
7 R RE O BR D E & AT,

I, MAOBREEDM/IHKE mDNAZZLIIRIBEE7 p " HelafilB 2 B& L, BEZHARD
mtDNAs #E A L7-#f (EE cybrids) 21ER L7 TOBEICLD, I ba> FY 7FRERERICHT
%1% DNA OEFEDHZE L ZEIHBRT A I LATTE %,

TER L 7-EE cybrids ® I b a v FU 7 OFFRSEEZEEY (complex I, complex I + I, complex IV
OFEE) LBEHBETEFNIIEET AL, p 'HelafICBE UV Hela MO E L BIE& 2 ¥ 7
cybrids 2R L72{E% 100% & L7:BF, BE#E cybrids ® complex I D& 75.5% ~ 128.3%, complex I +
MO &M 75.5% ~ 127.4%, complex IV D{EMEIX 79.3% ~ 127.3%, T L THMEHEEEIL 70.7%~ 131.1%
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ERELSGHTHIENTh o7z COFTRIIEEEEFIIE TN S mtDNAs DS RIZRERITEE T S
EEZOND, T LT, ZOS5#HERET TEHZ5E, £ O cybrids I2I3HEEEAZEE mtDNA HF
ELTVWATREEZTREL TS, TOWRELKRIET A7-912, WEEEREZR mDNA ZEA L7
cybrids Z1EBL L, FRROBN 21T- 70 TORKE, (RNA™ YN BET L (RNA" BETFICENENERE
AP A o7 mtDNA #E A L7 cybrids (cy3243, cy4269) Tl complex I, complex I + I, complex V®
ETOFEET TR, BREHEEED TLELITHEEL T2, complex I @ subunits T 5 NDI & ND6
BIEFICEREREDNFEEL TV 5 cy3394 & cyld577 T, complex I DIEHO AP EEMICIET L, BEEH
BEIIETEE cybrids DFN L D IERWEE (61.0% & 62.0%) 2R L7,

MBD X HIZ, KFETEIEEL K OBEID, BETELAREZFOI ba v M) 7RO S EEMH %
BETHIENTE, TOFBRICLY, mtDNADSRIZZRERIZL ) BEFEIIFREBREOBEAELE
L2 WEMAVRR EN/zEA, I Fa ¥y B TIREERESES & b OMEDOREE R T OMMED b ORREMZER
ZE mtDNA O % SIS TE 5 LS5,

EEOHRODEE

mtDNA DEZRERERDEFRIIELALHMONT VL L DD, FOEYFNERIZOVTOMEITIZITE
AT TV ol RFFRIZEEE O mDNAs DS RZERERICL A3 Fa vy F) 7IRREREOHE
FEOHALHEL/ZZ LIZL D, mDNADSRERERNZOBEREDRRTH L REELZRET S 2
ENTE, T2, BEFIIBIFAI MY FY TIREEREOTRELILBTE /-2 £k, mtDNA ORE
HERER L > TRETAI NV N TEETEROBWICEL CFRAGEET -5 L5,

LoT, FHIEL EE) 0FENEZTRTILEREETLIHOLED S,
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