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TP L OBhERE  (REMRE, DAE, 0L 2RIET D, RENRI Far R T7HRE LTHESLTWD
Mitochondrial myopathy, encephalopathy, lactic acidosis, and stroke-like episodes (MELAS) (%, I F=> KU 7T
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TERBREH S v, BRZIRIFREDHEST SV OO WAIREBOTRR TE & U CIEFICH DV GER E 7o Tz, — T, 3
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BEED I b2 RY 7 2L L= Drug Delivery System (DDS) %, &) 1O A XE&HIIRd 5720
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1. FEERRERZ MITO-Porter DRESE
1) RP/KALA-MITO-Porter O
BBAIED X h o B TI3RER . (REMK T2 L) o, EdEmAAT 5 hay R TBIMR 2

TACRDFFEARHAIEN 2T 2 X b a U 7588 RS~ DB N IR TRE T 2, WIFEREHE L, #E
FORRA/ERIC E 7220 b= R TS 2 AT 253 har R TBITERNA 774 ~—722 EI2EH L, MITO-
Porter L A7 A2 ha KU THEEA IS ES 2L T, 4F THIRAHECh > TREMIRO R I b RY
T OXWRRENRIREL 72D LB R T, AWIFETIL, REMITENIHEKAFIES b= N TRBATRESR - RP 7 7 4 ~—

[8] BLOX by RY TRAREZ AT 57T K KALA (WEKLAKALAKALAKHLAKALAKALKA-NH,) %
Bt L 7oA MITO-Porter DML AR LT,
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AT, FERbZE R Z . D@ T/ B2 IR R BN ATRE e~ A 27wtk T S R &R LTz
SAE AR AR AZ R AT, LAFIZ, CoQ 247 # T NAX = (R8) MfhH &7z R&-MITO-Porter (ZPNEL7=
R8-MITO-Porter (CoQ) DFRUZOWTHTT 5, X 1IR3 HFERITEE T D AHEE R BE LAt ERs
W%, EORIEFBIEDB3E L=~ A 7 aifitikT /34 A (invasive lipid nanoparticle production iLiNP) device)
ZHWT, =% ) —WHARIEOFEZFIH L7 CoQ OEAZMGET LT [4],

CoQ,;-MITO-Porter [i]

iLiNP device

1. iLiNP % f 7= CoQ-MITO-Porter OFFHLA 2— 2
iLINP |2 &> CHREIREIR (CoQ ZE1e) SR E SGIRGT 2 2 & TH 7ok
R, SR L 2%, FINOMEL, 1 KRR, 2. EOIECATS,

iLINP Z W IRER <l OIREM O/, @KMEORSE, @find, @iditbz2 s E2 2 8ickv%
KR RRE N ATRE L 725, ONFEMOMIZIZ, R8-MITO-Porter Z4§d 27/ I 7R /A EHS LU CoQ 54
T HTH ) — )RR . @/KFHIZIL. phosphate buffered saline (PBS) (—) % VT, @#FH#EI% 500 1 L/min (2
[ L, @i E, EtOH ABUREEDS 10%., 20%., 30%. 40% & 722 J O ITRRE L CTiat a7z, o TR L
T, iLiNP T L7z MITO-Porter #kI%, #HT 2 Wi, 4C) 2ITWEAT 224 ) — L &lRE L,
3) KA Hih

AIFTA E TIZRCHEL L 72 MITO-Porter DRI1-£5, Pdl (—MEDIEIETH Y | fEOV NSV @y, B—4E
Ar GRIEEND) ARE LT, KRt KO PAL I3EADEEELLEE . B— 2 BN TESKENEZ I LI RIS X
Zetasizer Nano ZS (Malvern Instruments Ltd., Malvern, WR, UK) ZHCHIE L7,
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2 hay R TIREEHSI A O e A B S 720, BERRRZE [ b= R 7RIS 2 5010505
RSN T TRt O7RGRA S C G625A Ml %, B EEFRIIZE [ b= R 7IRICk 2B~ 2 7210
BN AT 7o fat] OAGEA 1S T MELAS #ifa, LSNP3z v Vo FJHRitEfs 29 % 7=,
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RP/KALA-MITO-Porter (G625A i) 35X R&-MITO-Porter (LSNP3#HfE) OMIFEPNEIRE GHIFHEL ) iAARERT
fill, HOCTEMEEEIER) AR L o, AIIE SABEHRIC oW TR, HOSERR A i L 7ok 2 AR L, AR
INENTRIA DR ERE 7 1 —Y A A U — (Gallious; Beckman Coulter Inc., Pasadena, MA, USA) % VT
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I har R T EREICHE LT, MlNREE, B R L — P —BaEE A2 VTR LT,
3) X b=y KU 7 OFSRERHMm

RO I b R THREZ R 572012, 2 h=av FUTERENEE  (OCR) % Agilent Seahorse XFp
extracellular flux analyzer (Agilent Technologies, Santa Clara, CA, USA) Z AWM L7z, I b= NV 7HkRE
OFIE L U CHAEREE  (mitochondrial basal respiration) 35 X O ARIERAE  (Maximal respiration) % #HHI L 7=,
AFHMOFERZ AR S EIC L CTIHE 2V [B],
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iLINP %V 2 CoQ PNEPKLIT- (R8-MITO-Porter (CoQ)) DOFFRUZISNT, itk GRABMFEABDIHED =
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72 R&-MITO-Porter (CoQ) % MV 7=FsZi, CoQ HAP 5 CIIBlEL Seh -7 b=y KU THEREDR) EDSHER S
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¢ 1. RP/KALA-MITO-Porter £ 5% DIk s

BUN CRE ALT LDH AMY
(mg/dL)  (mg/dL) (TUL) (IU/L) (TU/L)
HEPES #&@1%& 212 0.13 39.7 679.3 2750.0
RP/KALA-MITO-Porter 25.7 0.13 40.0 676.0 2609.3

HEPES#ZEiifts L ORP/KALA-MITO-Porter % FEEHAREES- L, 24RH4IZ ik 2 FRAY

L& (BUN : blood urea nitrogen. CRE : creatinine) . & (ALT : alanine
aminotransferase, LDH : lactate dehydrogenase) . i (AMY : amylase) D~—
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a R T EREET AR T ERET D720, BEEMAEA LI EEREEMIEI ha s RUT~OT7 78 AL HRETH
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Jpe 55 DDS, g A THEA A5 Lok 573 DDS, #1574 DDS ~EREEE 5 TETH D, ARFZEL,
I hay RUTIRICH T 2872 7l RS 242t 2 & L b, X b=y RU 7 &80 & LI-AERBIR 2 —SU Tl &
WD EMELTND,
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