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GRHEMmICKB/DOREK I ba v FU 7 DNA % & D Kearns-SayrefElR
BO6FEMO7+r0—-7v7)
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I bV FY 7 DNA (mtDNA) DORKIC & 5 HBITiE Kearns-Sayre syndrome (KSS) #* &4 #1744 IR 5K
# (PEO) & Pearson syndrome (PS) #3&% %, KSS I3FHERIE L PEO L RBEAREY - McHBEELAMHT 3
KB TH 5, Southern blot H: THEM TIIRE mtDNA MHE S BRHI N2 BMMW TIZRE mtDNA 2 LA ER
Hahisn, MBI, PS RIARPEMICRIE UEEX refractory sideroblastic anemia P ZMBLLEEL. F
EAENIRENCTECT 5, REmtDNA BIZ LA LORBITRE S h. FICHE TIIRE mtDNA 5ESTH 5,
ERFEROE N IFTHBEPRE mtDNA OHBOENT LS Z EMFRIN TS,

—A. LRBIZIE PS OEREZ Uk, BITKSS BT LI EAOHRESS . RE mtDNA B¥EiKickD
WY 3RS TREEh T3, iz, KSS OBHRICE W TIIRE mtDM S8 Uz L oRERS D EIES
BEBCEFTH S EOREINTN S, inviro KBV T PSBEN S ORBRMBREFMMTRRE
mtDNA B34 1A Lo hik ) U AFRTRABVE RSO LORENSH D mtDNABHROY 1+ 3 v 7
ZRBHIHTHAN,

AER 2 2P FBOKRK mtDNA 2272 KSS BEAZER L. 6 FMich7 b MHFRE mtDNA OHLEOE
{LEBEL-OTHET 3,

;1:3)]

Riflfis L OB L O DNA £ U, HIRBER TIMLEBESKEB L. "P TV L7t F2 mtDNA 270 —
TRLUTHH T oy 74 v FEETOEE ERK mtDNA OREEE L2, FIRBEHHICLDfEEIRIZKR
KEBHL % B Primer Pair 21T PCR RIG%4T 4 direct sequence iZ & » TREEBAL % FEE L7,

RER - 228 B, 108%F IDDM B, FRiCREFRIVE v FA e, BREHEE, BRAREE. HEHE LAY
fzo 15 BHF IQ43, 16RRIRBREFRE, 1TRIC THBERE, 2RTLEFEE 70y 7 BB, &@P, MERE. B
FBAL. FRER2IIAD UL - 7, 16REFEAERAT R T ragged-red fiber 2372,

&R

BEMEBS LTCHRICIIEEE J: U#1 5 kb RE U 7- mtDNA 23w 5 h, REIALIZ KSS/PEO BL U PS 0
common deletion 67T & % bp82834» 5 bpl3459Tdh » t2, T D2 mtDNA MIZH 1T 5RE mtDNA O HRIIH T
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1393%. M TI315, 165 &k U2UMBFIZK 2 52%. 42%. 46%Th » 1,
(k1)

Southern blot TH#KH IR mtDNA S, PS ORERER S 22 b » 72 KSS RAEFILUSN 1 5 Bl 2sdH
3, 2f MK /RE mtDNA 280%KRMTH B DIt L. PSEF TIX80-90% % LHEI &ho. 0HBDOEHR
mtDNA AN MEMEO I ba s N THBEREEERTAIENEZL oM,

F1, REFITIIRE mtDNA ORI 6 EM—ETH D, EFEHB LURE mtDNA OHREIZIE mtRNA EE%R)
oL L, ZEROBMENEZEZ Shi,

FEFD X S IcMEFPIZZEORE mtDNA 3D 5h B KSS 3P, 60, EBOER T 6 EMicbic b
BHUBERT WD, KMERSEMDNADOY A+ I v 7 XABLTI ba vy FY 7TRHBEQCHBEMRIFT S
IZTEETHILEZL 0N,

RXEEOHRROES

AR ROTMNRARE CHE I BELERER VBRMICRYEABEARBETH - 703 by FY 7REED
FI Y FY 7 DNA OB—KREIZ X 5 Kearns-Sayre FEREE LM LA 7 C ERFKEBORBRBIFEHRTH S
EEZ OO, T, KEFMTROKPLZROREI P2V FY 7 DNAA(FTA3HEEICRUEBRELERNTHD .
in Vitro \IWTREI AV FY 7 DNA ODHROBRFHEMEBE LA LI LRSEO I ba Y FY THREBE &
CHIBEEHRF 22 2 ECRENTRBEBEL O TH D, BRI EMICET 560 LR 5,
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