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Kearns-Sayre iEMEEE (3@ THAMVRBIROE, MEGREMY, MoEREEZ=FH LTSI ra v FY T
IEEO—TITH b, BEE Y ~ 3 v VY TEERE, FIANEHROSIRIME, LR Ere v
HOREEMEEEOBMWFTRETRL, I +a v F) THESTRERKREORESEH S TV,
& CAPERREERERFHD I b2y ) THEBEFRERBEREEIC W TRIEE, BEGIVSEEL,
—~EDRBPRONTELT, BEFLVNVTOMTBSBELEZL SN, I ba v FY THAERETE
EREERT 3BEEAGROBREALBFECBETB X UVL2HEOtRNABKZT, 2o rRNAERK
FEirtavyrFYy7DNA mtDNA) hic#ERLTHEEL, &7/ ADNAELRELONERET]IZ
W, LB ->TmtDNADEERSNORE R - bBREOOAKEEZE L X/LL, I ra v Y
THOX X VF—EEOBELE/TEEILONS,

Z T TAMFL T, Kearns-Sayre RO B FIERMATEHE T E R L ABROY 722y + %
a-FF 2 mtDNABGTFREEOHRCOVWTHRER L, 2EEF mtDNA OMEES| & RE L,
ZORENBED LS BEHEREF OGS IcL0ET 202NN L, BREREOMEESOETITI T &
KX OAEORIERBEZHSLICT A LEHME LT,

O/

Kearns-Sayre fEMEEE 7 Hl &R & Udc, ETHARBIRRE, WIEEME, £SO ragged-red
fibers, IFRMEHZHBRIVES2FATEAD SN, SHITHEHHAIETL, 2055 248
AL MESHIETsR S his,
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(1) B# mtDN A® Southern blot f##ft

KR E IR R HI50mg 0> HH50 ng DD NA %M L, #IFREE%E (BamHI, EcoRI, PstD TiH{L#, t

b AR S BERESI L 72 IEF mtDN A% 70 — 7 & LT Southern blot f##T 4T - 2o T D#ER

DS RIERIC BT 5 mtDNATAREDEE, mtDNABEICED 2EZE mtDNAKRDOEREIT - 12,

(2) mtD N ARKBiGEREES D RE

Southern blot fBHTIZ & b [FE & N7 REFEE O200bp Aflic, 5 Ik LEEEs, 3 flcidH

BEH A b4 ) TR LAF FEAKL, BDNA100ng » 5 /RER % S 4 HIE % polymerase

chain reaction FETHIE L7co CODNAMR EMI37 7 — Vic#lBiAS, ¥ 74+ v BERILTREN

Ui DIFERCLT ZPUE L 12,0

B

(1) BERHIMETE2ET5 20 CRBERGETEERMREEIIETL TS, ZOMRFE®ETII—K

LIt EARERBIRTFORESRVWEZ S NI, 1HITIIESEK ] + M7EHIETRO 7%, I+ 7%

BA4%IETLTHED, mtDNABKDS3%IcEAEK T DN ADH dehydrogenase subunit 5, 6

(ND5, 6), BELUHEAAIMO cytochrome b B THRIRIC & 72455 3.4kb DREKDH - 12, D
1BITRESER T + MENMERZ43%, EABRIVIEEIZ 1 %LUTTdH 0, mtDNAKRKDE0% THARK I

DOND3, 4, 5, 6, BEUHEAIEKIVD cytochrome ¢ oxidase subunit 3Bz TR T3

5.5kb DREMS - tco BT EREREMRER TH2PHNMETEET S 3flicsnwtdben®

AmtDN A D57%125.6kb DRE, 37%129.2kb DR, B X U47%125.0kb DRENELEL 120 v

(2) mtDNA®OHS#E LEHOERBABROPRIICAET 54 5 kbOREEZHT 5 3IEFIOMtDNA

REWRIcIE 5, 10, 13RO RERS] (CCCAC, ACCGCTAACA, ACCTCCCT, CACCA) »H W

EE N, REFIBRSESIBIE ISR LT Wi 2 IR O R AW I R ERFIZ 8D - 12,

k& @

1) BiER%H § 5 Kearns-Sayre iEEEEF TERH mtDNAREKSR SN, S SWREL LBETF
SRS T 2 BT RERE S RGNS ET LEFASELE L, CHEmtDNAOBERETF LN
VCOREPHHRTO = 2 V¥ —EAKTEEE, BERORBIC Wit EEZ SN 5,

2) WHRICKERS] (direct repeat) 2E T 5 mtDNAKRSKIIHS, L8RS SM R ER ICEE
BHE Nz, OB mtDNADOHMUEEHBETHk IcB X E—KHEHDNA LKL S, O
—AEDNACEAT 2 REEFIMTOMBABE D KREPHEL B EEZ SN0, —F4, HE
BRlGRUCERE S 2 SHIRICHEE C 5 RATRIREECHIABEEE LIt T & ZRTREGI 2D 12,0

RXEBEEOHREROEES
AWFFE I3 Kearns-Sayre iEMRAFIC B 1 BHIMEAAN © XV ¥ - EEREEOET = i#i+ 2 BN TERE O

IMaAaVRY)THEEFOREERFT LLEDOTH B,
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ZORER, BRI 3 FYTDNAREL OHFAREERVIZL, RELEETICHIET 28
FRERESEOTE-HIMET LU IEF OFEAEE S MIT Ui, MEEFIRITIC X 0 RKW REET
KB 54 3 3 O EES| (direct repeat) # R WAL, TOI B 2BIRIAMEIC L DD TRVWAES
NI Wik REY | Th - 7o S5 ba v FY T7DNADREI K direct repeat %19 5 HRFLISL
ORER&BEET 5 EEHOPIC L, AP I b oV ) THEEFEFEORK LERIERICH>V
THARZ]RHE L, Kearns-Sayre iEEE OFIEMBORFICETMT 2 D TH B, YLK DA
ENICET B EER B,
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