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HEOELZNTFOAF Mt Ry K 4 Z i K& H
AL WX OB A

I by MY 7B R A BIR LB E RGN L O in vivo BAR TE AT X 2 A REREE

S harRUTIE, XA —EE, TR MV AOFEGEZIICO LT 5580 iEs2H L Mlan
IERETHY ., ZTOMBRRRFICE T, B, FERFE, S—F Y U, BOMENRER S, e RREEY
BRTAHZLDMON TS, FiZ, THE, ZhLDEBICEBWT, BOEEFEITRERSI hary NI T
B O DNA (mtDNA)OERIZ LV 5| X Z SNDFBMHRNTHRESNTWS, EoT, EFLI hav
KU T7ELETE 22— RTH2BEFTOEALVEBUCLD, I hay R THOMARIEESCHEITICEN D &8
oY

INET, ARERTOBAREICET2HEIT TS bTNTHY, £/, I har R TICBT 2HEEE -
FHIRR OB Z FEMICHRGE L CO 2 ME IR TH o7, 2 har RU TR 2 k8 a1 OB 2 ERK
572, Bl T hary NYTTRET L LS REUARERTERFTLIZE, H T, I hav R
UTIZBWCHRET 27201+ 0 R BEOMRGF 2% ET DM 2W T2 2 RRETHIEELLND,

AFETIH, T b RYTOEE - IRV AT AMCEE LB 58S 2 E T 2BET 2L, SN
MHEI Fary RYUT~EEATLHZ LT, ZOMENI Fay Y TICBWCRRAENS N ERIFT 5 2
LEEME LT, S Far RUTA~DOBETEANIIZ, N FaXA4 I 7 2AE0EAE3 270, KL
REBOBBIEEE LN 2T CTHET D2 kT'*L%ﬁﬁéLﬁ@mL%%%i_L/%E@rm(ﬂ
il - AR ONCBWTEWEGFRALZEL L OTELREHETHD, AEGHEICE DL 50 ITHKE
BA~OBGTFERENTREZOTHOIE, T har RUTIbkESNEL EEZLNS,

[ b= U 7RBEBGER T OKG & 3 n 7 RBBURGE]

mtDNA (%, H# - L5228 TAE DNA THY, <X 7BV 7 2=y NI H#ic=
Féﬂ\I#VVﬁﬁﬁ%Kmﬁéﬂé&wiﬁﬁﬁﬁﬁéﬁﬁo%%%K\ﬁ/ﬂ& H%EZa— RL7awn
1kbp BEOHEE N H Y, TOHIZiE, I by Y TR Y 0E—4% —Th 25 HSP (H strand promoter)
PFEET D, ABFFETIE, HSP 2 mtDNA 22— RRNREPEX V7Y 7=  ND4 B0 EFcAHmL .,
TR ks D4 7L LT FLAG 244 % Z & T, pHSP-ND4FLAG % #7223k G L7z,

F9. g~ A Fe X537 2ETH D HTV (Hydrodynamic tail vein injection)iiZ & Y pDNA
G L, I bar N TICBEBETEZEEETHL20E0E, EEN PCRIEIC L > THRGE LTz, £ OREE.
FEREMNZTIEIH D, I Fa LV RUTAAEEBETHEAINTND Z &R I N,

KIZ, pHSP-ND4FLAG %~ 7 ZfFliC HTV £ THA L, RT-PCR (2 THKRE ARG 1 OHR G 2 3l L
72L& Z A, pHSP-ND4FLAG D#zE L Bbh by RNk, ¥, HEEAyet—%—%2475
pCMV-ND4FLAG, K7 ot —4% —%HIEx L7z pNDAFLAG % st f o o b —/ViBnF & L CRE
L. EHMHiEFIZEBETE2IFNL T, BB D in vitro iz 5 2% EEBM RT-PCRICTER L7z, TOHE
. pHSP-ND4FALG D#a5 &1L, pCMV-ND4FLAG (2 L CHREIZE L . BETIXIEITERE SN T2y
T ENTRBINT,

BT, ARBE TR Z2fEICRAET 5729, NanoLuc LR —# —BI5 1 & flAaA T2 Bs T D%,
KOO 2R AT, EHIIE, ROZAICEE L, I, I hay RUTHRAOa RURGAA 2%
Fohd, IFarRIT7Ta Rrond 25, HE%@%E%@ﬂFVkiﬁﬁéﬁﬁ%LTw 5o fER
@ NanoLuc eI Tix, —H D a RAZKIGT 2T I JBERRNZDIZI b2y KU TEREREIER - TR
D, TOEFFEOEFITIEHHA LR 12725, B 12, RNAprocessing 223 21T 5415, MIDNA 757K



Uy A br=y 7 IZ8RES72 RNA 1Z, mtRNA O % 783 L 72 RNase P (5’fll) &% O RNase Z 3 i) ic L 5
AT ZGA T ERT, WREHN A~ RSN D Z & THIFUBRA~ LT Z EARE SN TS

T TARFERTIH, T bz FY 72 Ky U0 RNA processing LE%%F%L?’%E%
pHSP-ND4FLAGNanoLuc [TGA*]*[C*GG]"3-tRNA (UL F[TGAA3#[C*GGI133) & 7% 7t L. NanoLuc OFETEMEZ
HETZZLICEY, BEETHREAOFEAMKIE LT, 2B, BEMGEOMEMRE LT, - I har N
7 OW G CHHREILET S a RN 7 b pHSP-NDAFLAGNanoLuc [TGA*P[T*A*G]*™*tRNA (LL F
[TGAA[T*AGI3 % ff & T&E L7, ML O R, [TGAH[C*GGI3 # 5 #E D % Y6 1% M 1%
[TGAAM[T*AG]3 B HEREL D b AREICE W EBHAL N oTe, ZOZ b, [TGAA[C*GG]138 i
BfiE, I har FUTIZBWTHEEL, ¥\ BERELT 5 Z L PRB I,

Dbz ot K CRH LEEGFIEI Far R TICBWTHEREL. i85 - BIRRARETH B Z &
DR S T,

(BRI b= U 7T ~OBETEER L ORERGE]

R har R TOREEZETAZERMBITERG THLN, I hary R T ~OKEEFEANTE L
HREFTZEERETCHDL, KETIE, BEHEZENE LIS X AT I 7R ETHDH HILV
(Hydrodynamlc limb vein 1nJect10n)(2§7EﬁHb‘“C I hay RY T~ KEETFENERGE LT,

HLV £ 5% 085 X s 22 KU 7 HIC pDNA NEES G500 %, PCR THIET 5 Z & THillx
ATz, ZOFEK, I bas FYTEHZIZEWT pDNA O R S, 7z, RFrkE 7 ictt
WL TR RO RIRENED biL, K, BRERLRGARMOREIZE Y, £ 200 pg. 3 mL TX)
BIZI bary R T ~BEFEEERETHDLIZERHLNE R -T2, M T, 2 bar N 7HEEA,
KON COXTEMEICOWCEHMi L7z & 2 A, BERETIERD N7,

PLEOFERN D, HLVIEIZ L W BASNIZEETIE, RN TEDL S8, I har FYTIEFEE 5%
DI ERSFEEIND I EDRBEINTZ, L LAERDL, EEMRT —X52H252 LT, 1 Mladbizvo
mtDNA 73 1000 = &°— & 95 &, 10~100 A 1 2 &°— @ﬂATmmAm%ééﬂt_&m%%#k&o
7o I P NUTICBT ALV ENRBETRELERT 72D, FZEEOMENEETHD &E
A HD,

pDNA O 3 Lk / ki 7% HLV # 5 L7-54 . naked pDNA 5.8 & Folit LT, BRI 200 ffF
JED pDNA ZEFEFHETH Y . BB O TN DR OWEGE T RANG LN Z L BAHESh TV 5,
FIT, 2 hary NI TICBITBETFEZEICIBNTYH, B5BETORELZEILIESZ & TEEED L
ARMETEDEEZ-, AFETIE, RUAFA L LTF g I v 2N THEIETZER L., FH8L
feF kit AE HIVEEG LT, I bary R 7 ~O@BBEFREROM L4 B Uiz, TR, BT/ kL
TG LZERIZIX, naked pDNA B GREE LB LT, £ 100~1000 {50 EEEEZ R~ T Z EBHLNE -
77

BT, JelZgRE L7 [TGAARCGG8 2 T v MERMICHEEG L, I hay R THEMTICERDH S
BRAGNZIT D& R ERBINAREDN TG 2% FRGE L7z, NanoLuc OFIEMEZFEM L7-#ER, I b= K
U7 ALy 7 a RezE[TCAAM[THAG]3 25 LiziG& L ik LT, ARICEWEEZRTZ &b)fﬁ%
Mmeilpotz, bz b, T hary RYTIZBWTRBET 2 X917V A » LEFREGHERE X
EAIZB W T BT 2 Z &R S vz,

AFFEDOFITIZE Y, I hay KU T ~ONKBIE T EEE T 2 EBREZME L, pDNA ZFL O
FRHOI bary R T ~EETLHZ LTI LT, £z, 2 hbay RYTICBWTCRIAGERBERT 2%
L. IRELFREMGET 2 Z ST Lz, AMFZEORREICL Y. mvivo [FIEL OVERKHI har KU T
WZBWT, LAR—¥ —BIETORELEZED Z L IO THRII LT,



