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Hri-7e ATP = BEEAETEMAL D A = X L E AL E Lz, ZhE ChREERZ LD 7 —7"5
DN L7z ATP EAE A 71 = X I 2 iEMEAE 3 % 364 Mitochonic acid 5 (MA-5) 1, X b=
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2 hay R TIAMEENCSNE R XLX—Th D ATP OF) 95% & FEA L TWVET,
R harRUTICBRERH DI Far R TIHEBEE TILATP EAIKR TICH 5 &M OlE
N 20 T2, BUEI Fay R 7RISR 2 ENRIRFRENELS . ZOIREE
DOFESLINAKETT ., ZAVE TR & D 7 /v— 7 1%, B ligdn B O ik 12 ATP 0k I
KT DREANEEER NS 51 v R LA™ 2 B L, ZOFEAED 5 Bt ATP A
AeZ & 2{bE ¥ % Mitochonic acid 5 (MA-5) & 4172 L% L7- (Suzuki T. Tohoku J. Exp.
Med. 2015, Suzuki T. JASN 2016), 4 [El, [FWFFE 7 v —7 1%, MA-5 X ATP &+ 5 % o~
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WA —7" 7 7 & A5E EBioMedicine 612 2017 4 5 AICB#E S E L7-, ABFZEDO—EBIX
H AR ERA IS (AMED) (2L > THAR—bhSivE Lz,

www.tohoku.ac.jp




[WF7E N2 ]

T b RYTITHMIEANO R VX —EA T &V ) XIHA/NaGE THY ., A
IEERERR I LB e kL X — (ATP) D95%ZFEAL TWET, 2 har RU 7o
RENEE & 70D LATPOREAME T L, fEReE L TaFMolFaiEE, Whwd I b
oV RUTIRZBIEREITZENHALMMIIENTWET, 2 har RUTHIZ, FD
FERFH ORI ER 70 & OERIRIER Tk 2 TH Y . FrRRZH~— T — b S
TWRWZ D 2 DN FERIC N EEC 9, EERO BE A T3 FEEESE 145,000
NZ—ANEDoHmELHY £ (K1) .

ZNE TICHALRFZ OB ESE D 7 )V —F 1%, 1B IER 12 X 5 R EIERE O L
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fiE B 3t 8 #@Rs BEFER E{=) 1 BSO E&2ft MA-5 DR
1 Leigh 8 THK2 m.10191T>C ND3 (+) (+)
2 Leigh 16 THKS (=) (=) (+) (+)
3 Leigh 8 THK6 m.10191T>C ND3 +) (+)
4 Leigh 16 THK7 (=) =) (+) (+)
5 Leigh 0 KCMC10 m.10158T>C ND3 (+) +)
6 Leigh 5 KCMC14 m.8993T7>G ATPase6 (+) (+)
7 Leigh 2 KCMC15 p.Ala248Asp SURF1 (+) (+)
8 Leigh 0.8 KCMC17 ¢.367_368del AG SURF1 (+) (+)
9 Leigh 5 MES4-1 ¢.55C>T NDUFA1 (+) (+)
10 Leigh 34 THK17 (=) (=) (+) (+)
1 MELAS 14 KCMCS9 m.3243A>G tRNA-Leu (+) +)
12 MELAS 14 KCMC11 m.3243A>T tRNA-Leu (+) (+)
13 MELAS 13 KCMC12 m.586G>A tRNA-Phe (+) +)
14 MELAS 56 THK12 m.3243A>G tRNA-Leu (+) +)
15 MELAS 20 THK28 m.3243 A>G tRNA-Leu (+) (+)
16 MELAS 9 MEQ07-1 m.4450G>A tRNA-Met (+) (+)
17 LHON 18 THK8 m.11778G>A ND4 (+) +)
18 LHON 66 THK9 m.11778G>A ND4 (=) (=)
19 LHON 41 THK10 m.11778G>A ND4 (+) (+)
20 KSS 13 THK4 (=) (=) (+) (+)
21 CPEO 15 THK23 (=) (=) (+) (+)
22 DOA 73 THK14 €.1377_1381 delTGTAA p.Asn459Met (+) (+)
23 Unclassified 13 THK1 (=) (=) (+) (+)
24 Unclassified 3 THK3 (=) (=) (+) (+)
25 Unclassified 64 THK11 (=) (=) +) (+)
Normal 0 THKO (=) (=) (=) (=)

MELAS ; Mitochondrial myopathy, Encephalopathy, Lactic Acidosis, Stroke-like episodes LHON ; Leber Hereditary Optic Neuropathy
KSS ; Kearns-Sayre syndrome CPEO ; Chronic progressive external ophthalmoplegia DOA ; Domestic optic atrophy
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Title: Mitochonic Acid 5 (MA-5) facilitates ATP synthase oligomerization and cell survival
in various mitochondrial diseases
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Mitochonic Acid 5 (MA-5), a Derivative of the Plant Hormone Indole-3-Acetic Acid,
Improves Survival of Fibroblasts from Patients with Mitochondrial Diseases.
Tohoku J Exp Med. 236: 225-232, 2015
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Mitochonic acid MA-5 binds to mitochondria and ameliorates renal tubular and cardiac
myocyte damages
J Am Soc Nephrol. 27: 1925-32,2016
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