%Lk.it,QﬁVV’ /RSN
BETH o7z, ié% N AN
K, ARV R, IA/Fm%®6hék&%
Wz, JVa—rrOEBRNBO LN,

D. B

S, Ferx BHL LR AYIRET NV
U ABRO iPS MM SHLAEEH L TH
D, D&, REFEMICKE RO
KRB LR LTE, TLT, HHE

L7z iPS MBI B A DR EH LT,

PE- T, AHPBIZR ~F O BRI
AIGEIERPRIEA W= A L% A+ 584
RETNERDEEZ B,

E.
RUAFET IV T AN S iPS HijE &
A‘L L %0)7%‘}?1% r&%ﬁﬁwu LTC.

F. iEEEEMIER
kT

G. WFFEFEER
L. Em3CFER

Kawagoe S, Ida H. et al:Generation of
iPS cells derived from a murine model of
Pompe disease and differentiation of

Pompe—iPS cells into skeletal muscle

cells. Mol Genet Metab. 2011;104:566-573

2. FRFER

Uy Y —LRIC2EenR-I—v o/ &
Wiz 0l - FEESE Fe3EAR
INRARR SRS (B : 2011.5)

H MM EHEDO HRE - B8R (FEZS

ie)

1. Frmds
2L

2. ER#FZE
L

3. EDfh
2L

Bk



EAFBREHEEMNEe EEERERRFEER)
SERREE

hPERERFERR L5 ML REE 7 VB  D FERIEMBRRIEDOZHRIC SN T

WoEsEE EHBEE KRRAAM AV A = APRFT H RS B
WA Bl KRAKFREREFRAMARERBARE FHEHNEER

MREE

ATGL EEFr#E~D A (UWTFATGLRKO vV R) ZRAWVWT, ZOREHEGEOHFMS
REBIC O W L7z, MCT BEERIEIC LY . AERF@OLERNR, L~
FEEZEROMAE., DBEELOIMBI 2R Lz, Zib O RIT PN E RO L EE
(TGCV) 272 MCT &FREDCHERMELZRT LB X D,

A. WFZEEHY

o i B AR L 5 LB E (TGCV) O & 7 L 8
¥ Td % Adipose triglyceride lipase (ATGL)
Sy I TU = 2T ATGL KO <7 )%
AVT, BETCICER TR SILTWD F#
FERSE2 (Medium chain triglyceride, MCT) %
AW REREOHREZ MKRAEF, BT
B, SFEWFE, ERZEFEMICOIT LT,

B. #WrgEHiE

ATGL KO = v 2% ATHEBIAVIIZ LD {E
HL, BohhsEESE~T 2%, MCT &
E 7L a2 bu—E LT(Long chain
triglyceride, LCT) % 5 x /=8I 30T, £ DR kR
RHFEM~OHREBE U, RERE LB (£
#%43) ERFICERL LT,

DS CIEF SR O M D /- O I ERE WA
X # CT &% E (Latheta LCT-200)iZ & 5 #&
EEiTwv., DIREDCEEZE L R EEHFHR

(%EF) <, DHMBR~DEEOEBROREL
ELEEBECBITA CTE™GRES LT,

Eir, U ANDLENREERE LA HE
L7,

(fEmE -~ DOELE)

B EBRIIRKRKE, KIRASAAFHA =R
MEMOBEZESOHFTE2E, HREIZES-T
EH LT, ERICBWTIIEBMOERBNTE S
Pl b kol FRICEEL, &
IR O ENV T L TIT o 72,

C. WrefR

KO =7 A ZELWVWLIBEB~DOIEHERE. LIE
KER2 LB LR, MCT %25 2 7=
BT LCT Bk LT, FEICEMNER L
(‘E#)fE LCT:74.5£3.9 H, MCT:90.3+3.2 R
P<0.01 Wilcoxon D JEfLFI#EE)

CT 2 XD UHBEDRIECIX, BAERDLEE
ER == (EF%) (¥ 45.5%) 78 KO Tixk& <
BT LTWECES 16.9%) . MCTE#H TIZEF%
DOENIZ b (£ 40.5%. p<0.001) ,
ELEBECTEIKO TRELETLTOWE(F
¥ 27THU) B MCT B TIHMET Mz bz (F
#5 57HU, p<0.05) ,

KO <~V A XHEESHICE LWEOERER & 5
25, CT EE» DI, TO3s 0B EE MR
ORPLNBESN, REFOBRFTICIBVTHH
GRsIREO A alEI AL EE S hiz, K
FREFEIREZIC OV TS, KO =7 XTIk
BEEFAGO AaREEREIEE ST,

D. B

ATGL KO = 7 A I LAEIC Lo THRE L
ERbhd2, MCT BEERIEICIVEMOR
BEREENERSNTZZ LS, MCT &K
EOEREREEHA TR EEXLD, EMOER
ZHizo LEREE LT, LHEEEE/LOIHIZD
BEEHFELCWEZEY, ST VB X A%E
T, MCT BFEEIC IV ELEREROE
PHEIT AR TERE,



A, HEIICHF LTV DB EIBHARA
KO =~ U ATIEFBEADLTERY, BHMEOS
L-HBREICRENH D R S0 T HRE,
v R bHEBELU-RIERAEN M EEEL . &
BECTORREEZFA LS L LT in vitro
T ZIT> TV D, £/, MCT &EHEE

X LEBEROCFRE~NDEELHRFT L7120,

#Flg#s £ Y RNA Z0BEL. BT 25| SHs
HTWD,

E. &
FHEREEBOHMEEDOET LYV ATH
5 ATGL R~ AZHWEBFHIZ XL D  MCT
BEEEITA LM REGOEREDR LR LT,
FOEBE L LTk MCT REFREIC L 0 LR
DEAEZHHE Lz BN, 2T bHD
fERIT. TGCV x93 % MCT REFEEDH A
MERLIEbDEEZ D,

F. @ELEREHR
Briz/p L

G. WFEEHER
1. @WXHER
2L
2. FRER
% 1 E AR B O I E
(TGCV) BT VAT U A
20114 11 A 26 B & KZF
Effect of Medium Chain Triglyceride on
Adipose Triglyceride Lipase Knockout Mice
A. Suzuki, S. Yamaguchi, Y. Ikeda,
H. Nakamura, N. Zaima, T. Kimura, Y.
Urade, K. Hirano

H. FAMEHE O HRE - Bk
1. RS
2L
2. EHARREE
2L
3. T

2L



BEAZBRZMEEMNES EHAMERERRITEESR)

SRR EE

B P h SR R ER AR O ARAT

WS EE KEEME ALEERFRFDE

EEMGEE  A(LFRTEE HF

WREE

c GH B AR 2 1 TP AE A E AR LA VB E (TGCV) BB O DB REAMERF 2R 36 K UYR BB L)

ERBEDHNTWD, TEEIEIHEE OERNIZE T 5 REHEE S L O SRR DIERERF

FRALMCT DD, ST VRSB E B b L— I —RBIC X0 PEIER
DRI O HAT 20Tz, TOFRER, TFHEIENERITIE B REESR FAS 12 &L Y REJEN

17 SRR [k =3 g Wpak

ULVIRE, A7 4 3RE, THEREE~LRHEHSND I EBRHLD

Lipot-, T, PHIEHRBIC L AEERE~OEELMIT L2 A, a br—/B
FONTGCV BB H Sk R B HESE IR BT B IR E R~ DB BT L bR o T,

A BFFEEM

MCT oil O¥RINIC X » EEHAEHERICH L
THHARABL LR A M S ¥ - REF LB
4% 7 L, adipose triglyceride lipase
(ATGL) EAGTF K8 TOCCV HE D LMEEREN IE
BITHER SN 2T TR MEESH 10

BN D F 1 D REHRBRD T B,

RS RERAER D A AN T ORBHEER L OF
GRENSER DERBAFZ A L NI T 27201,
=y b w— L MEF 38 L ONTGCV B Bk
WRHESFMIRE (476 R¥B MEF) % AV
AEAEE O R 21T 72 2 T2,

B. WFgeiiik

PSR IAER D RBRIR Z TR D 1201,
= b o —/LMEF 33 X UVATGL KB A H sk
FZJE VEF #ifa% [Cl4 2 % B (C8:0) T
4 BE T ~ V1%, RRE A EY, TLC TR,
BAS-2500 TR E R LTz, £7-, TH
RERFBR DI E R~ DEE L BT 2720

12, 200 pM A2 & UERTFAE T2V T [°H]
SOV F B TCHRIlA R 4 BER T V1, BR
ZxEILL, TLC TRHA, JArdes I
(AR REW TR LT,

C. HFFERER
FRANICER Y A EN T M1 AT # VBRI,
A ffER (R EBEEE FAS 1T L 0 /L S F U B~
LEEANER, RTFFIOLIY BT
CHEThY U BE, AT74r33x2Y v
BREDAT 4 AFER NI 7YY R
EREENDZEPHGHE 0T, £D
BS, ATGL/RIEBMER T hD 7 UEY FOEF
EABESNT, £, PHl VI TFUEE
FAOVERIZBWTS, VUVIEE, X7+
VAREE, U URY FAREmE LT
BHENEN, 32 ba— LB X ATEL K
B MEF DWW T A7 ¥ VBT
TCORERBOEITIR N 2T,




D. &

PRI I BN~ D A E T8,
BHEMBA~ L MEIN, e RIEEICE
ENDZ LAWRENT, FHIEIEENE
SIEMR IR SN DI = R X —03 0%
BELD2, REREFBRAMOIEEICE
BN DI RSB E b S ICEBT 5
LV bRJCZINE—BBEIRD, K
R TITP IR OEEIZ Db 6T,
B L2 IRERFCE IR b iaho T
25, TEEAEITMNZEICHFEE L TV B RHE
T T, =X F— B ES M LR,
JRRBNE LA REERE X b5,
TEEBSAENER S TEY, F
B ER R RV AR & L C GPR84 23[F
FEZNTVAD, ZOMREIZIZ R AR
2V, E DT AR B O /R % iR
9% T GPR84 DAEMFSH ML REARIT %
TROVENSD EEZ DD, Tz, TGCV
BEDRBUANOHBROBISIIRETH S
To O AFENT CILFE & B 3% MEF 2 V2 i858
FREHIRIT 21772 > 7 88, 4872 5 hE
NEBE DFFAT 24772 5 ToITIX, AT6L ) w7
TURTURLEWSTEETILVEMICBIT A
Frligde L OV B S 2 O =I5 E A
BT P 2N F—RBB L TN L ICH
B3 2B EFRAOEE G RITT 5 LEMR
HHLEZOND,

Bl

S

E. ¥

ay b — B IO TV BE B E
MBHEZFAERE Ty, BV AT 7= Pesisnme
FREENBRA~ L BREIN, VUIEE, <
74 HEE, MV URY RRColEE
~eREEND, £, SEROTEIENER
FETIZRWT, TR MmIatkD

EERBHHIITE L2

. EReE S
KT

G. HfFExzE
1. FR3CHER
2L
2. FERER

L

Ho AEFAEMED HE - Bk (FEZE
ip)
1. FrerEE
2L
2. ERFEBH
L
3. ot
7L



BEFBRFMEREMDE EHAERETRITEESE)
SRR EE

ERMER SR OFHLEETTLEY ATGL KE~TR) IZBIT2
BEAREREIC BT A RET

WERHHEE AN E KERFEFRIFEN ERAR 2

A= RIRRFEFEWNERB
EARFE  KERZEEFERMW BT

EFEEFRE 7 — (EmAR) EE
ERAR EAR

MREEE

R MRS R O A I E O 72 FIRIIATCLE G T OER L EZE 2 b T\ 5, ATGLIE
< U ZZRWTLE. IBIERE. BRGIET Tl BRIZBVWTHEWRANHRESINT
W5, ATCLEBfET D BYEATEERIC T MR A AT A 7o DICATCLR IR~ U A & AV TIRES
Z{To 7z, ATGLRIE~ 7 AR TIX, ZHOIBEHE RO biv, EEMERETFIRD b
ST, THICKT LT, SEMOTEIEIFRIC L 5 REHIEHBRONEME 2 52 2FICLD,
ERERER L OB T ESREOEIENRO bivic, ATCLEETFIBEET HIEERHEREICLY.
male reproductive tractiZ#EE 5 2, NN EREER LR FOEEREREICEETS

FEIRIR SN,

A. WFEERY

RS E RO A I SE (triglyceride
deposit cardiomyovasculopathy, TGCV) I
adipose triglyceride lipase (ATGL) B{x
FEREEPFRRO—D L THLMEREEZD
N5, MR FPERERS 5 fE O W ABE SR
TH D ATCL 1T= U7 ARV TLHE, fENH
. BRG. BRELLCEREIALTND,
ZDENPD, ATCL BEF030@ & bA A
AFEREIC B0 2 FAVRIZ S 41, ATGL KO =
U AERNT, & AEFEREIC OV THREF %
To7,

B. #F3E5E
ATGL KRB~ U A i3BEELEE (438 LY.
EHIEEEo b 0 IzfafufisiiEe Th 5

$4AERHEE (medium chain triglyceride) %
Az MeT @y LE, 2> br—r e L
TESAENE (long chain triglyceride)
Z &L LCT Skt 2 BT Tz, 8 Bl
2= U A, BREEEBB IR ELMHL
7ro MR EEREIIE, modified HTF (human
tubal fluid) medium FCI AL, B
FIRE., T ESRIZOVT WHO O EAEHE
o> TR ZITo 72, BEAEARII L~ VE
D%, MBEFHIREFTZITo 7.

(3R OELRE)
ARFRICBT B TR TOEYERITKK
RFERFRRESRFER OBY ERIE D
HMBEESDERD S LITITh,
B Z DNA EBRIZOW T, KIRKFKRSE




EEFRMEROETE O &, ZOEHEIC
e 77

C. WFotfEs

ATGL R¥E~ U A DREERTIL, IBIAHER S
BEOLND, BEREEEBIIRBNTEF
ITHERIND OO, EHEE IO S
niginoto, LCT fkhE 5 2 I BB\ T
iE, BEROH L FERROBENE LN,
—JFC, 4RO MCT B2 5 2 bni-Bt
BT, BTREOCLAXRED N, &
OICIEEMERE F 2R bivT,

D. B

ATGL KB~ U A MR D ATEL Tl EE(F 235
IR T v MEREDOREIZ &V KB
YUREBDLIENTED, DFV, ~T 1
v U ADREICBWT, ATCL BT % KIE
LT bEENEIENTE S, =
DHEL, ABMO MCT FEHT k- Tk
MEEL, S OICESERE TR LND
LD oTeFEN G, ATCL BinF 0N A TE
FEICBITOREICEELTWAE, Zh
IR ERRERB LR T EEREOEBICE
BrEZ CODENRESN,

E. f&im

ATCL B FA 5T 2 IRERBAREIC X
D, male reproductive tract |ZEE% 5
A THDNERERER LU T OEENREES
BT HFENRB I,

F. EERERIEH
Y

G. WrFEHE
L. FMFER

2L
2. FRFER
Adipose triglyceride lipase (ATGL) KB~
U AR D ATEREDIRES
EARFR, PHCE, BEE—. FILEH.
B, Rk B IhpaR, FEE—.
RIIE
55 137 [B] A A ATEE F Bl XM ERS
%44 HEET Y Reaed—hr 7y Ly
2

(KPR : 2012. 3. 3)

H FBMEMED HRE - BERI (FEEZ S
ie) '
1. %FerEs
L
2. ERBEB&
2L
3. EOfM
72U



EASBRENERHNE (B
45 T 52 4R

PR BT kA FE H 3E)

=
=

Of off

AR T O ML E I 35 1T B REERIE G 2T

mELEE A JE— EMXER

R 2 — LELEAR ER

MREE

BIFREGEEYBEILIZENRAETH - T,
BHoto, REFIT, FLEMEL

HHEREER L ILEE & B 2 b D ER]

| L. B E BTN TET D 5 RIS
BRE : MERBEESE IVUS) L ETFBHER OCDEA VN CEBROFM T,
et D LRIC B 1 5 ERBIROBEIH LT,

EREA L ABAEKIC L DFREBRZITV

BoNEHBIT, EAATORFKISHEALZNVLEDOT
W - FIRIEEZ AL, O TRENRFTIRZEL TV,

A. TFEE®

Wb B ERIEAL 2 B L 3 5 R ERD
RERIZ, RATHRRECESCHEEHELEEL
BoRTZEND, BE (F7—7) 2K
T5, TOZENLAERLEDOEEZEILIE
THNEEDBR/MERFE DO L TH o7, K
KEDO L DICHEDEENNB e “MmEEE
TEFEOLODTHIGEERBEFTHAVONDE

ﬁ%ﬁ%&a ITEEM S TE RV, — . WE
Bl L TEEZFE T 5 2Wigss Ciame

E%&(ﬁljﬂﬂ”“@uﬂﬁﬂﬁ ETH D,

B. #FRFIE

FEGIE 24 WO RERF, BRI DRPEIZ T
DEBICTHREINTEF THY, Fikid
LTORERZEN TV, ZD7H, TR
Bz B A o TV B IR EE ’C‘&;@ FNEND
TRBRIL 3—4 DOEMLICSTE STz
s T, BEIFTNEFNRORIEZI L L
7. Eie. HEREEEIT O MITEERN OZE
SOHBREITOLERD Y, AEEEKLE
EHROBRARICTERL, MERNEZDL D
DY EEHRSZ EERAAT, FHLLEHER
Wrikse T, BERR T T T — T VREETT
BRICEH & T 5 45Mhz O & NEE &I
#7—7 ) (View-IT, Termo)lZ &5 RF{E

BoHAECIC, KTFEHEEEE (OCT) A
W7z,
C. MR

AEBER, £EEIR (EfER - /T TR OR
EIXHRE) OBEIPAETH T, ThTh

W, EALER & RALE L LTS Lic, KRBT
FETHY, BEIIREOLHEESRLEELR
DEZ 2T DX RRANRT 7 —71FR6
nianz Lpfbnled, PRICRETICE

DEI BTN RRSEIR N7, A
RAGWCBE L CHEETE28ATIEIRD LN
noln, AR, FEICEWKN - FIERE
Eﬁ%@%htozwﬁﬁﬁ\%%%w:
VBELZZIEE MO TRZEDRT R
%aabf\/\to OCT : RCA B H B % ~7 (
E:WE®R., T BE#)

D. &% '
BEOBREAELEILTIE, 77— 0K
RITEFEDODREELZRD D, V=T AMVAD

BT HFIZ %u WCHEFR” L 7oAk OCT




DEHZWBEBETIIRINDZ ENEZWN, &
AN, KElo X s icmEEEIcE—72E
EETAEMITING EIEIRELSERZ LD
Thd, OCTETALL, BELEZN~FED
MEERITZES—ThDdZ b, HEA
& D heterogeneity IXfEW B X b 5,
INHOFRIE., ZORE (X)) iRAH
HERBIZEIALDOTHII L2 TFHREES S
DTHD, LML, REMERBETEEIZCE
MELREBEETOREBTHIFEEEERE
BEa VAT a—)VMERE TR, BEIEE
EORKIEET D, £, BERFEHRT
WREH IV BEENICHWVEERER
FREZRAZENH D, TDO LD REMNTIE
DX BPBEOMERECOELLEEL T
LHREREMRH YV, T O DERF & DOEE - R
HFROJMHEBEHBOBETH 5,

E. %
TOOTHERENZMEREDEEZ RTEHS
DEERZ EFELFIIEE LR L EHED
WiEIZ L - TBE L, 54813, &bR 3
AR & DXL BRI L B AR
WroOmESLNEESN D,

F. BEMARER
Hilzz L

G. MrEZ*E

1. FCHEE
L

2. FEER
2L

H. FBMEEOHRE - BRERN
1. FFriiE
Brlzp L
2. ERHRBE
BriZ7e L
3. ToM
Bz L



BEAEFBRFHEEMDE EHEVERBIURITEER)
SHEEREE

ATGL EEFEEZ S RHIELER O LEE 2 EAICRBIT 5
I A RFER ORI

WEsE  BER KRKFERFERELSRIER AR B

MEEE

ATGLEGFLEREZ S BB ER U MEE (triglyceride deposit cardiomyovascul
opathy, TGCV) TIXMUE - Fepfp IR TOBRICET T 5 L RES LD, EFOHK S
ZIZERR G OBFBIIRARE SR E. AE, HER I A3 F—EROBE THh - 7 25EH]
DIFNRNF—DORBEFNT L, ORLEHDLOTEEDIANNTF—% 2 LTEFORKE &
e Lz, RERHIIEAERS b, BRI 2k LISEERF 0L o I EFIT, MMEZE
BEFE DT DICADLAITR & &7 < SNFER L 0 b UG R T OETITE <. WIECKE
LEETH -T2, BEAE EOESFHERN I AT —EROETIZEE T 5 AR R S
Nz, BEFIEHE L CORETMAIT TR, EEORE, LRGEAEESHETHY . NE

TRINCTWVERFHTHSH EEZ LT,

A FFFEERY

ATGL B FERZ 4D PEEIERO
I EE (triglyceride deposit
cardiomyovasculopathy, TGCV) @ I A<
F—RERGEZHA B NTT D,

B. JEFIOERRGZRIE

TRk 22 FEOREETELE LI 3EFD
2B, IART IR R E R A 5
BEOLALEE L, UBELZIT-EMHE
2EMNZONT, AT —EROREZ
BEL, IANNFEROLY BT
4 Casel DERERIE & HLEE LT,

Case2 (40 mAVEEFEM) 30RELY
DFEEMBENLIZS Ko7, 35 RE LY
FE EFiC< <0 RAY v 3BRFReE <
2ol A1 L VIEERTF TV 2EOL

0T, 42 IR AR T & - ER
HHB UIRBHC CHRiT 2 % 7o, A7
BTt 2 ICETT 2 bFBEREZTLL
L-EB 2B L. BRICIHTE
HEFREE> TV D, 4TEFOBETI,
4EFERTE LB L R LB O LI < &,

BAHORPEETIER SN, o, &

WERRICEENEL, EEIHE LT,
DEEFEEOHIMET 2B O0i%, LT
ML OHIEEHICMAZ=Z2AHThoT,
i R Th A ER RS, FREEO
R, KEREHEAEIC b KT 23T
LCWe, FHREMIIAAOFZEY . &
3FE (CH4FH BROCEECHT
NETLTEY, FHEHOHIIEET
Hotz, Mm¥E CKEEXART S & EFLT
4 AH SRR 1000-2000 & IZIEEET




o T, 48 FREF, 49 IR I1T 2 BBEL
DEFHMETIIEFHSIT A b B, ralck
ITL T,

Case3 (40 BRfUETHF M) 24 mE XY

& CK MJ/EG00~2,000 TU/M AR S iz,
30 AF, MAIBEAE R DBEMHNIKT & HZE
MEEERMINZR, BRNRSITEEIIZ
& A ERRD 0Tz, 41 R DR IR AE
R L. AAERRE - EEERFEN
BAfF L7ed, BaER TS TIZE
SEL T e, ADL DAV iRt 814 8 0E
W R BEELIMNIBR R o7, 44 BFED
PRETIE, 10FRTEHEL, £50E X
BN 2bDD, ETROH KT ITRER
DHENDDHRTHoT, FTEDME CKE
X200 LT & EREH TH -2,

i

D. #%£

ATGL Ef=FERIC AT —%
£ D PN ERE Tk 20~30 B THE
FET D2 %<, M - KR ET
BRICET T2 & s b, S4E, REHE
U 72 B 2 JE B FARIC 30 3RS THE L7
2, EEBRERZHEVOOLEFE Ak LT
WDIEBIDITH, MZERRAE D 72 1T ADL 23
ETFLCWREMLIY b, WEFHETD
TR EoT, jE CK EbRIEICTH
<., Bx OB LI ATGL @+ ERELH
T 5 3IEGIT N TIZB W THERCES L
DFEMEDRENEEBAM Th o7z (FRk 22
FEREESR) bbb, BEAREL
DIEBNAEF D A F —EROETIZE S
T ORISR SN, —F T, HiEZE
ZEIEEITHIND cased I case2 LV G
AT —IERITBRE Th - - O TEEILL
SDERENERICTAEFE LTI &%

3

+HICEZ BIND, case2 OB KT

DRI I ANF—ERD B 572 casel

WZRBITOHINET OHHITEFE>20H -
7eo THE. ERGRENAZER, RS R AR
IR BRI K A HRHEDEE e
TWEZE E 2 bivl, 7=, IREENC
BENPEETAZ Lixi<ambnsdn, &
SPERBHOBELBITHLENIEED
FF A 1T case2 DH2 5T casel b HEEHEL
SNTEY, KEICBIT D I A /F—ER
DFHHUTH 5 ARSI B E TE 2\, 4%,
%< DIEFIN L OMBZNEERFTT HEE
HENRE 2 BT,

E. &

ATGLBEFERICLD, 345 —%
£ 5 PRI EREIEIC BT 5 I T 3F—D
R ERE Lz,

F. (i

ARl
G. WFFERE
1. Fm3CHE 2L
2. FEREK 2L

H. nBOREERED HIFE - BRI (FERS
)

1. AEEFEE

2. ERFERE
3. i 2L

2L
L



B4 FBRFHAEMD S EHRERBRRIEESR)
SHEEREE

L B OEBIIRIC 31 5 IEE RFE D AL

WrEo s R

IERKY  AREISETE

MR R

MREEE

INECTOWEICRNT, 2RBERR B OREIARICIIT 5 PHREN (16) DRERE %
B EFMEEEIC L > THALMC Uiz, F72, SREREIEIC K o T, EEIIRD & 805
ANRTCON T & —E—FHTHZ 2R Lz, 5FEX, UHICBITATCERGEET DL &
Hiz, FEWRICB VT, TR DIEE Ay DRIRL 2 AT,

A BFFEEEY

TGCV ZEHHEL DI/ N—THREAL
T OBEBEMATH Y, O & EBIRIC
B APEROREERCFHET D,
TR ThDHMBmOMRICLY . 28
RO R ETEESICB VT TGCV D 7
=) A TRBEEI SNDAREENRRS
nizi=, MEERESROEEREZE
EEMEERIC L > TARL L, BERWEE
CEEARICBIT D TG OREREZ RH L,
SEEDOBRNILLHICBIT S TG OFR4L
& FEIRICIEET S TG LA DIEE % Al
k352 &ThH5D,

B. WFFEFIE
7T A4 A AL v T 8um DML F %
Epz L. ITO (Indium Thin Oxide) =— k
LizATA4 7T R EICEEE S, DHB
(2,5-Dihydroxy benzonic acid) &K% &
L, EEBEMESITICH L, EEERK

EESHTITII N YAG L —V— (EFE 355nm.

Bl 200Hz) % #& L7 Ultraflex I
TOF/TOF (Bruker Daltonics) ZfEMH L7z,

BB BTEMATIE FlexImaging % V2, HE
BoOREICIZ., MALDI-LTQ-XL (Thermo
Fisher Scientific) %AW,

(¥ DOELRE)
ERITERERRFEOEMMEZRESD
B/ TIT- T,

C. WFEFER

BERFAEE & FEFER L OB DL T TG
PRS0, R RE I IER R DT
MWEaN Tz, Eie. BEMRICEFET HHA
TrFIOal)s AT4rAIY D
SFREEAEML L, b OIRERITRE
FRIGEE & FEREIRTARE CRERZEZRD 2T,

D. &%

O TG IIHERBRED TR R E N
e TOZ EMD, HERAFIZBNTIL
BHThHTCHAEELTWDZ LEIREI N
oo Fh, RRATFFOATY L AT 4
vAIT Y VOREICIIRELRENBES
NihofeZ &b, FERPEE TR




BT TC ORBENFEAICETEH LTV
D R[REMENR IR S SRIB X T,

E. fEim
PERFRBEIIEBIRO L7253, LFHD
TCERBICHEETHILERD B,

F. fERfahRiFas
U

G. WFFEFEE
1. @mCHER

2L
2. FRER
Triglyceride Deposit Cardiomyovasculopathy
Associated with Type 2 Diabetes Mellitus
Nobuhiro Zaima, Yoshihiko Ikeda, Masayuki Mano
Hatsue Ishibashi-Ueda, Mitsutoshi Setou,
Ken-ichi Hirano
The 1st International Symposium on Triglyceride
Deposit Cardiomyovasculopathy and Neutral

Lipid Storage Disease

H. FEOREEFED HIFE - B&RI (FEEZE
()
1. Frris
7L
2. ERFERBG
2L
3. FOHM
2L



FEAEZBREFEEGDE ERRERRMEESE)

SRS S

B 1PS MR % A\ U8 VR AT RIEE ~ D EFFEIER K U EEOHESLIC BT D5

WEsiE T B BERAEERESTER MEESRE s

MEEE

BRI SR O B EIC BT, B FRFH~OFEIEHILE & t0REEMEIZLDE
OFROE(WFENTE 50, BERICBVWTAE LV MEFEHEERT 52 L IIRETH
V. LREOFEELIRETHIESERERRRICH D, SEEEREHKROIPSHIEZ AT
BRI B RIRAC LR E T A RO R AT, £, iPSHfaE S TICEELE
TR ERT N, BB THOEDEEANEORELER L, BRELT, vV X
IRtEE AR 2 AV C, BRI~ OB EIE LY Uiz, . 77947
N L BDEEFRBFENTRRTT ) UANVAZER L, BEHRIRBIHER TE T,

A. BFEEH

d AR DA RS LR L E LS BV THOb R
DFH72 BT, B FIREGO RN =0
ZIICHEML TR Y, RIERE & OBFEN
TREENTHS, LaL, BREEICRENT
I ORAGIRILE BT 5 FHER 2T,
EENBEEZEMT D X 572 invitro IT8
VB EBRRE LU - BT SR ORI
BB THDH, ATCGL REBEFICKIT 2 MEF
B~ IR EE OB L ORRAE
EA~OEMR, TOHOBW - IBEEE RE
T 5120, ME R~ OEIRA ST
IR O KL ORAIA % I S 72 R D
DEZENICMEFEHER/LIFA LI Y
=270 AN DL AV =N

B. WFZEHiE

FT, v U ARMEERIRZ B TR
BETRHOZEICLY, IEREEER L,
TO%, mEE (10uM) VF /A VRS

ToobaERE A VT 4 B R iEEE L
e, S DICMEBENCIXFEHBOKRY
BT AT AFURERIICEBML, £
DOLETT BFMOMBEREELT -7, ik
FEZOMREESY NEFRHFENERT
5 aSMA 3 LT SMemb DFafE —ERE L
T2V {EZh R EFHE L7z, £72. RT-PCR
B CARBRLE FEHECTREZHREL
oo T EIZVAZVURETRE—H
— 5 BB ETRERERRTT ) VA
AR 2 —%ERLL | Ad293 FERE KL
XH5H L TEEERT (WEFIEH L
FEBEIE{RT 6 FEE L ATCL R A2 MY
% BHITO ATCL BB T) 2B THT T/
TANAEERI LU, £72. b NRERHE
FHMER L O E R ME~ DB TE
AEATV, BIsFHREMRE % real time PCR
B IO Western blot JETHER LT,




(fmEEm DBLE)
AWFRIT, RERKREHBZELSORTE
T THT o7z,

C. HrecfEsR

~ U R ES HERGIZIWTEE (40-60%)
IZ o SMA 3 X O% SMemb % 12 3E+ 5 &
FRBHEER LG 0EFEEL N Lz,

F7z, T IEMIC, S22
a 72 EOME IR RN nRNA 23R L
TUWAE% RT-PCR & THESR L 7=,

DYDDDK & 7 {4/ L 7= @# DT b T %A 7
U VBETFRERET T ) VA NV A % R
Lz, FHRE (KX ¥A27Y
300ng/ml {ZC) MIEHE O ME LIRS T
DFBE LB L, #40 FLL EE <R LE
BHZ &M real time PCR THEATE /-, F
7z, Western blot Y5 CHEEE - FIREEICE
BERASER T 28R I,

Smoothelin,

D. EBE

AWFFC TR S R IRA LB iEk
IR 1PS MRS b IS 3FIRE 2 & 9 12T
DERELTHY, iPS MR TORALREE
NTEDLHDTHD, HAGITTO iPS HHfa
BISZICHER H Y, TOERAPENTZDD
D, WS, BINETOHMEEZIT 2720,
BRAIKRIELZWEEBZ TS, £, 7
T I UANRITEREENEFICELL, FE
SEMPE~DBEELRETHDHT-DIT, K
JERRMESEMRE S L < I3miE#Iia 2 VT
BMERFH~EFET 5 HEE UL
EFICHELTWD EEXOND, BT A
NADERFFEEGFRIRETH Y, RELTDF
AV MY TFar T Ik b bEE
PEREFMLTCNB,

E. f&5m

ERHERE > b R I IR R & (L
FE LB HENMENY Sz, £2. A4
VI N TFal T I oS EE LI AE
BFRBRET T /) A NVABERI S,
TR - BEBEFINS,

F. {EEAERER
BA=hara

G. WrFEzE
1. FmXFER

®L
2. FRFER

“Establishment of the Induction of
Vascular Smooth Muscle Cells from the
Patient—specific iPS Cells and the
Chiba S, Hirano K, Kato S,

The 1°* international symposium on

Fibroblasts”

Triglyceride Deposit
Cardiomyovasculopathy and Neutral Lipid
Storage Disease, 2011 Nov. 26%, Kyoto

H FEIEEMED HEE - BERI (FEE S
ir)
1. FrEFELE:
7L
2. ERBZER&
L
3. Foff
L



BT BFF R %*ﬁﬂtﬂi\ (%E(n

Bk AT R )

SRR

TGCVERE % M EREHECERE Tt ¥ 2 FIER O PSR BR & O fu A5 17 BR 7

(CRIETEBOSE

WaoaEE FE CE LEBERE - RERRERZIER - #%

MaEEE
KMo AMmERDOZER (Jordans’

fﬁ%éﬁ%wu 1/7);0

) & MEREH R E TR TE 222DV
TR LBGREREE, £/, METOBEBRIEREZITV,

SR VR ﬁ

A. BFFEERY

YRk 22 FEEICB W T, Jordan’s anomaly
ZIMEREH A CRIET 57200 FEL LT,
A Ay 7 A XE-5000 MEREHEEER O
NI A —=FTHsDH BASO-WX £ BASO-WY
NTGCVRBEBFORZ Y —=VTIZHATH

AlREME A R Lo, R 23 FEIXT DR
BEMEDORIEETo T2, £7o, FEHENE @
FOEIEESEOEBERICEZ 2EEL
et L7z,

B. MG E

A Ay 7 AEE XE-5000 MEREFHKEE
PEWT, FF ¥ XL TELNDLMERAF ¥
27T LAEBELE, BRI, KRKFEF
R B FPE D TGCV B E 241 & BB R#IE O
FER@EZHREGIME Lz, BESEICOW

Tix, MERBEEZBEMEEICIYVa VAT
N AT, R 7 URY R, EBEREEE.
UIEE D 4 pENZST, FERICmKse
R, AFNM, FARAZu~w NI T7T7 4—0H
E&EITV, BRI ZRE LT,

(REE~DEE)
AR IE KRR RFEREEP R LA
ERZERERARR ZROMEZE S OKR
=B TIT27,

C. WFehER

K KFED 2 HIZ-20WTiL, BASO-WX,
BASO-WY li#flcEE = bue— X0 bE
ETHoTo, BEFRHBRXEZRETIZ, KFE
IEEE CHEAINDIR, FIrbELOND

BASO-WX.BASOWY OIERSAEEHR LY H,
SMZKRKRFEFDBERED DM THI L 2
AL, Fio, E2REOZ22I2 180 BASO
%Wﬁﬁzﬁﬁ%ﬁmbto
WBC/BASO A% ¥ v & 7 5 A Bz, JERGTE
EEDIFFERMEE L TV AR EENRTR I
77o BASO-WX & BASO-WY m#ERMPEHEX
niz, £72. FRCH&EEL A7V —=V 7%
BEDRDDNTA—FELLTHFETHDHI &
i))ﬁﬁmh éﬂfx_o

felites EBIE CIX., TEEBREERT
DERE1IHTIE, BEZ THEEELT, &
S alLAFYALTRAFNL, R ZUEY
K. U IRE., HEBHEIBOESEENRBOE
BE%NEAD L, Bl 18: 1, 18: 2 DEFER
THRDNREZETHY, £/, BEES O,
T FFA N ESEHFB O EE% R/ NBEE
ThoT,

3. TATNAHEEOEETRESNTHD

D. &%

TGCV REFEOFREHEESEBEICELTILB
ASO-WX, BASO-WY 3R EMEICTENT- /T
A—=BThHhBHEEZLND, £, BHBEY
ERIE T, EBEEVRESD 1811, 18:
2 DEE% DB N FEIEHBE DR
R 2 BT 2 DICENTZ T A—FTH
LryrEaniz, =ATIVIREOEEEN®
DORATRE B, FHIEVES R EHEN 8
B D> T AT LI TV 5 A RN R
mEhi,



E. ##

MERFHBEEDODA XY ¥ 7T L EBET S
ik, TGCV BE (FEEAK) 22
V== T&E 5, IEIERS BRI E L8
JEMIBEDHRUEICFERTH D,

F. BEEAERIE®H
Bz L

G. WFERRK
1. BRCHEEK
2L

2. BFERE
2L

H. FHIBEMEDHFE - B&ERR
1. ¥irEss

Bz /e L
2. ERFERH

Bz L

3. =D

Briz7z L



FEFBRENREME ERatER

BIUARAT S 3E)

SRR EE

IEARRA B R D LB E D& T8 R F R

Wosing FE OES  HEREREN -

TR HdR

MRS
REEIL, BERLERZ

WTEEINERIIOVT,

adipose triglyceride lipase

(Mﬂmﬁﬁ%w%ﬁmﬁif%éoﬁ5MM@GWC@Ghmmm&mw@ﬁ?%ﬁo

7zo B3BEED D B, MREKII~T oS, UREBIIFREES L LT, GFI0BIICZOREE
BT,
A. BFEEH
BEFRG3MMIEIZ OV T D, ATGLEKEF  E. #Ewm
EROBER BB DIBIR 2 IC TRAE S ERB3M)
= o 5 b . ATGL & & + O

B. B E

PR OB 21 CTRE SN ERS3H%
1z > w T ., ATGL &
¢.475_478dupCTCC  (p.Gln160ProfsX19)
IRA | MEFEE IR L7 PCRE B 2R
ﬂ&ﬁ&@xﬁ%%mf\@%%ﬁoto
(fREBE~DEE)

AL, HFRAHEEERICTER
EETWDEBETHRITHETH S,

C. WHERER

BIFIED D B, MRIET~T S, R
KCHREES L LT, FFIFITIOER
RO,

D. BE
OEE1061IZ. ATGLRBETH S &
FEEZE =T,

& = + ©

¢.475_478dupCTCC  (p.GIn160ProfsX19)
EEN106] TR, ATGLRIBETH 5 &
HEBE Sz, NIBIRFEES TH o7,

F. BEEakRER
Bz L

G. WrEREER
Bz L

H. ZeOBMEHED HEE -
(FEERET,)
Briz/a L

BRI




FEFBHEMEEMDE (EMEREB R REE)
SN TEREE

AN S/ Rl NN/ 3 =< LAY
PR ER D MEIE DA F~— I — R

TruTAIs A

MESEE SR B MSTBIEANEEEBRT TrYzs ) —F—
R R ISIATBOE NESEMBBTZERT  REREE
JWEFET  JRSTATEOE NE SRR ZCRT  BirBh B

WREE

FRVERERFERE O L E (TGCV) 130, RBIIRIC PHERBRIA S EFET 5 2 L IC K W EEL
T, REMR, EMtEREBEZEITER TH D, T60VDREE LT, 2 E TIC Adipose
triglyceride lipase(ATGL) DZEENHBA L TWBR, FRD A I = X MZITRETRARE
ML, FEBORELZEM IGET H20I0E, BRIV HBRANRERE s 7
NIBOEACERANA T — D — 2L T B ERBRATHD, SE, T6CV DA F <
—H—E B E LRI EE RO BRIT TGOV BE M ORI Lo lakE Bvi- S a s
—AENT, TR )T N AR EITo T, BEESNIZ NI BEDRN LN, F A
VIFRT AT RAERE LA A== LTHERRE VR EDR D A EZIT,

BERMELTEBLET 4 770 v ORERIT T2, & BIZ TCCY EF LB TH B ATCL KO
T UADLHERNTZ T 0T A — AEFTEITV, BEONS F—h—FE L 2B Z %
JEERE L,

A HFFEEAY .

RMERE SRR ORI E (Triglyceride
deposit cardiomyovasculopathy:TGCV) I3
O, TRENRIC IR N BT 5 2.
HELO R, RERYBZTERCTH D,
ZHNETIZTECY DJREAE & U CHEaN H it
RElh 5> fEE%3E Adipose triglyceride lipase
(ATGL) DHERERIBASH B HMZ 72 - TV 225,
FEREA T = R DITIERERARABEZ, &
&, TGCV DEFZHA DN L TN L T2l
PUWHEDHELBFTN TN,

TGCV DB WL DHELIZ 1T BE Mn TE1L

LTWDZ 0B, BEFORRPARFA
RThHD, I TARYFFETIL TGCV DBWTE,
BEREOMBEDTDICHR R AL F~—T
—Z T EORBER IO ORIEE BH
(W TGOV B H SR B ARHESF AR aAk & IV
fe7aFd—Lftr, FFURIT VT h—
LEITIZ R DN, A~ =T —F T BED
BRZITo7,
RWTHRERBICBW TR b EERER &
2BHUBICER L, ST VEMWTHD ATGL
KO= 7 2D THERAPELLTWNEF
NI BEDT T T A — LR B R AT,



B. Wik
1. TGCV B kR EiEIFmiatk 2 A
WieFa T A —Lfg#T, PR YT E
—AENTIC X BN AT — R Z R
G DR

(1) TGCV BHE Bk ERME MKz
vz SILAC ¥EIZ K 5 7 a7 24— LRAT

7a T A — ARV E RN ARER L
TR BEFET CHERET LI LICEVM
fanaes X7 B2 REEHT % SILAC
EE AW, 2/EED TGCV BE kL E
PAESF AR (LT, TGCV B Hifatk & &
2) LCLLC2 X+ £ Medium
(Arg+6,Lys+4), Heavy (Arg+10, Lys+8) T
T L. 3 TEEE O A f SRR ERHE SR
kR (LT, B% Ak L xE)
MSA40,YT41,NF48 i Light (Arg0,Lys0)
TEM LT, T b60fiaz RIPA Ny 7
7 — TR L, BiEO CHREEZRVWTE
Wy R ERhIRE Lie, 3TEOREA
MR B/ N & oy BRI
pool LTHWE, ZIVbIE#E 237 EH
TN EEIREA L%, SDS-PAGE X o
THE L, 7ARNEEZ BV TR
TFRFTNERR LT, ~TF R
TIVDEE, EEZIE nanoLC-MS/MS TH|
ETHIEIWLE->TTHo T,

(2) TGCV BEHEEERMEFMmEE
LAY (/= Ay VO G Nl N N A S/ )
7 — AFEAT

TGCV B&F Mk LC1,LC2 3 L UEH
Btk MSA40, YT41 75 total RNA %

BHEL, TVvABITAY 7 e L, 2
FEOEFE NHIRER D D RS L 72 total RNA
iLpool LTH b Lic, TLAITLD
BBMRITILIT 74 A U v 7 24D Gene
Chip Human Genome U133 Plus 2.0
array {2 &L V1707,

2. TGCV DA F~—h—FEfZ NI E
74 T7 ) DORREE

TGCV BE ML TR L Tz & o3
JETHDLT74T7 7V ICERBL, UTD
L0 BT 2T o7,

74527 ) DREBIEREE TGCV BE
fakds K UM AHIRERD> b total RNA %
FAEL, YT AH A LRT-PCRIZE->TH
BTAZLIZEIiToT,

WRNTT 4 Z 70 DEBEN PPARy I
FEI SN TS AR Z TN D7D, T4
SV TFaE—F—OEEREAND
¥ b5kb Btk T, A DNA % PCRIZ &
STHEL, BxDOREZFH TNy T =
FT—E - UR—F—2/ER- L7z, T1LHY
A—& —% AT HEK293T #ifd T PPAR
v, RXRy ODEFEHRTFTTONVY T =T —
T yEA BTN,

F72. PPARy DEEIEETH S
Rosiglitazone ®#HMIZ & 5 HEK293T ##
fazRWeT7 470y TaE—F—0
N TZ7x2T—8 T okl BLOEEA
MR E H WY 7v & 4 5 RT-PCRIC &
% Rosiglitazone IZx5 27 4 5 7 U %
BUSE DRI 21T 2 7,

S b2 TGCV BE Hfakk & % Ntk
® total RNA Z vy, PPAR vy, RXRy D3
BE V7T NVEALRT-PCRIZE - THANT,



