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A. BFZEE R

PRI ER O MERE (Triglyceride deposit
cardiomyovasculopathy, TGCV)iZ. 2008 £, BFZFEAY
REOLDEPEO CIRBEEF LY R E LR
BENTHD, TR L, TIRENRIE LB 72
FICEBTAHRR, BEEOARE, RERRE 25T
R THD (Hirano K, etal. NEngl JMed. 2008),
JRZENE TGCV DOJRRI, MR IERER 73 fE D £
EEEFETHD adipose triglyceride lipase (ATGL)DE
ERIRIBTHD, AWFSEIE, 1) BWIERZ., 2) &5
WL CHFREREBEOBERE LIPS EF B
(Medium chain fatty acid, MCFA) Z&H 1 A5ERE
EDRR N THLINEPERET T HERM BRI TR
D7 uaba— L {ERK, 3) TGCV OET/LETHD.
ATGL /v 777 MKO)= 7RI T MCFA LD
proof of concept #7155, 4) MCFA OHIANENREIZ
DUWTHABANT T 5, 5) I TGCV (ATGL KR
FE)DIEGIDIEHRINETH, ZEEFBHIETD

B. BFZEF 1k

1) TGCV ZWrikD B %

i) B EEMNE

SRS CTHOMELS R LS EENELY A
VW, TGCV JEF B SEDOMA R Gl LA RIER)
ZRAWT, EEBEBENTOZENICHE B THINES
M DWNTHRET LTz,

i) MM EHAMEREFWZAZY)—=0 7 ik
JRFEME TGCV Tid, DIERDFESE LLRTA DA I
£ A MERDZE LB RBD HND, ZHETIE, K
BB HRERPFA SN TE R, FOERETH
HARIEOZE DR EEHD DD, TORT Y —=
VIEERBERET D,

i) NAA~— I —HRFR

KIEDATY—= 7 JREIEZDFHEIE DD DN
AF~—T—HBRER UT-, JiE 5] B S R B R HESE AR
ZHRWT, bV RIS N— LB, T o — L RAT
1To7,

iv) CT, MRI, BEZEA A= 7% BT fRAT
FEB R ONF 8 D&, ATGL KO < AZ BV, @\
BEZMIEICIABREZITV, BERRBR oo —L
DOFHITE B 2R ET D,

2) Fr By SRBEFIEDOLV Y AMERR

i E5-C R BE T AESNC L XS T 57280,
HERD feasibility Z & AT OB LI A D
VU AEVER T B,

3) Fuba— LYER

FRRITSEIE M 77— (FF) & L <, ERRE
BNRBR DI DT abha—VEERR T 2,

4)ATGL KO =T AIZLAMCT BEEEDEICD
WTORRET

ATGLKO=UR%EA —ANT FT7—Y KEZED
Zechner #IZLY, 5T, L TFOEBREITo7-, BEL
E#RNOMCFA®R 8, o ha— L BFED 2RIy
7. ATGL KO =7 2D FH A, LIE~DIEFDEFE,

DR DV T, BRETLIZ,

5) MR R EEREITEA I >\ T

1] F 3R B2 FE ARAHE S RBRR 2 F VT MCFA DR
AR DWW TREILTE, $i2, ¥ T
peroxisome-proliferated activated receptor—o.
(PPARe) VAV RORBEAN TG & &I 5 2 D5 HIC
DWTHREILT,

6) IRFEME TGCV R, ET L EMIZE T DiEim T
ke MCFA #8512 LA EZ >\ T

JRFEME TGCV2H] (151, LB ERTS0 B [,
BEEELER, b1, EER) . kO

ATGL KO =T AX0 &7 UlE#E R IC BT 5 TG
BB PRI OV TRE LT,

7)MCFA OEFEREIC 5 2 B R

AIEIZBOTIE, E#Ch=5 MCFA AL ELEN
DEREMER BN, ZTDENEREIC 5 2 D85
TN~ A% RV TR,

8) FEFIDIEBINEE

AARLREFRREEERS REMRS T, &
FVEORHENT FEHE, HIRE R CEIRHIER) SE#
LTERIDOFEHRZINET D,

9) fFEFI B IR 1T AE REZ O EH
INWETORE T, ATGL E=FOR—LEELLD
JRFEME TCCV2FINEETAHIRICBNT, (ERE
ZEIToT, EMICEL T, TEROH %255, K
ZHEEZ, M2, 8, DmEMEICETIBRE
(LER, LIEEEERE., IR GIREERY), R
BAEREE L,

(EE~DEE)
AFEICEETHTNTOLDEIL, TREMES
AT UREE (2008 YT IVETERR) K OV ER R
FEICBE T o mEfESt) (FRL 204 7 A 31 BELETIR)
WZHE9,
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LERAT, T — LT OFRER, 7477 VDl
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TERHD,

iv) CT. MRI, #EFA A= 7 % T
DRSBTS TG BRI, CTRE A THAZ LA
binkipotz, i, REFAA—VU7ELLTT
ESIEFEBR O RS E T s CTh s BMIPP Z H Nz
T T EBARED R B R OFEICE A TH
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2) B RFRIEOL U AMERK

MCFA ZHW=EBEEEDOL VAZIERL, BRRR
B uha— L ORMNERE LT, £, ERHIE
FETAEMIZH IR TS0, MCFA 28 7y —
R2I—I NIRRT, ThaE AV OREMEZT
77, MCTHRIEZ S L~V T2/, fifktL T
HEFITIE, FOOHEERNT, 288/, ERFL T,

3) RSB o — L OIERL

EERAFEE R 2 —E B AL T, TR TGCV

Wkt AR BRI R BRIEO R M, ZeEICET

A NBT% ELEE B ) O b — B BT o T,

BRI, BATF

0 JEBIE 64

ii) 2B D APT

iii) BERE ot RREEIERR
B

iv) SmIE B
HEHPERHTE B SRR EIEIC DB

AT P B, 9F

MBI, MENERELENRY
SRR A ABRICE N CRAELE
FRTOEEFS

4)ATGL KO = A2t 3% MCFA A DZHRITD
W

MCFA R ZEFRIEIZED, ATGL KO =7 RADHEHH
BEIEE LU, DA~ OEREI ]
S, CTAF YA TRELIZE LZEDOHEEED
WENED LI,

Fiz, BRI ERD HEEDO ATGLKO <=7 ATk

B FOEEMEN2 RETH o728, MCFA &5
ICEh B FEERESCH D EIE DS ER TE T,
PLEXY, FEFME TGCV 5 VEMWIE RVT, MCT
BEFRIEOBERABREMIZMA T, proof of concept
BEONIZEE 2D,

5) MCFA OHEANRENIZ DV T

iE 5] 1 32 B2 JE SR SE AR IR B\ T, MCFA 13, A
AN TCEBLZE TS, —FH ., T~ vah
72 MCFA %, MIlERNCTESERICHEINATLE,
ZTOEESFIT EFEOHEESRRE IR BN

BAA RkEESE (Fatty acid synthase, FAS) THAI LD

BN Elpotz, Fi2, FiE, TUAET MIZBNT
FDH RENREBREN TS PPARA T RIZOWN
THIBAN TG ERMPEEZRE LN, HFEREE
Dot

6)ATGL KIBICHRATIELETHAE(DOEZEIC
DT

b MR ARIE D R OVEE B F SR F2 B R ME SRR AR L2 33
W, BER RIS {LD key player T D PPARyD
FIRFLTNBIE, BEEEER-FTHD PPARaD
W\RIFHEL TONDHIEERHELE,

— 5., ATGL RE~UATIE, &<
PPARaEH FEEAEBIAR T LT,
F7-. MCFA OFBEICEDLAZENHALNERST
FAS 13, ERRIBIETIZETL, <V RAET LV TIEHE
LTz,

I~ PPARy,

6) B3 TCGCV ES, T VBB T LEET
k& MCFA B 5T LHHEIZ OV T

MCFA JE1EZ{T o7 TGCVIERI Tid, PPARy R %
DOEEEET (CD36 < FABP4) DI ELHIHIHE
BEniz, —J7. v UAET L TIL, BERERLARD
Yol

MCFA O EZB5 FAS i%. MCFA BIEZ{T o7
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2o TNAZENRALNER ST, Tox DRETTCILE
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The Lipid. 2011, 22(2), 94-97.
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Sphingolipid synthesis is involved in autophagy in
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Res. Commun. 410; 786-91, 2011

REFHEIT, RIRERE
WEHIEBRAERELEIINARIZETEEE
SINFEEFTHR I -EELSH-)
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FEHE—
[ oh MRS SO i L B RE D R PR B0 RF 150

# 15 EAARLAEFES  201L10(EER)
TPEE—
RO 10T TR DRIEIC LD LR A

%5 20 [A] B A/NROEHREBRFES 201111 GR)
EFE—

[ RSO VB EFAZ : B A/ NR D ER
RS DA T~DOBFE]

%33 ELL A AERPIES 201111 (BUER)
e & th,, PR ST, ML B Z MEE AL, B
B MNfEA

U—7vay 7 THBROERKICBITD ATGL
(adipose tissue triglyceride lipase) DFEELIZ-DW
TJ

NS TEFEEE, BEERF, EEEESR. TR
BT EE—

T —ay 7 IO RN AR BB O F RN F
FE

TEHE—
42 R 3% 18 (Keynote Lecture) [ History of Human
Heart and Triglycerides]

The first international symposium on triglyceride
deposit cardiomyovasculopathy and neutral lipid
storage disease 2011.11

Ken-ichi Hirano

['Triglyceride deposit cardiomyovasculopathy
-A novel clinical entity—]

K.Kobayashi, T.Inoue, T.Inoguchi, K.Hirano,
R.Takayanagi

[ RNA Interference—directed Knockdown of
Adipose Triglyceride Lipase Enhanced TNF .-
induced ICAM-1 Expression in Human Aortic
Endothelial Cells via PKC—dependent activation of
NF- -B]

Y.koide, H.Kawano, M.Takeno, K.Abe, N.Tsuda,
K.Hirano, K.Maemura

A A & — [ Siblings with Lipid Deposition in
Cardiomyocytes |

Y.lkeda, K.Hirano, N.Zaima, N.Imai, T.Matsuyama,
M.Setou, [.Komuro, Y.Sawa, Japan TGCV Study
Group, H.Ueda

7R AL — [ Characteristic feature with infiltration of
less intimal macrophage foam cells of arterio—
sclerotic  lesions in  triglyceride  deposit
cardiomyovasculopathy (TGCV) ]

S.Chiba, K.Hirano, S.Kato

A A # — [ Establishment of the Induction of
Vascular Smooth Muscle Cells from the
Patient—specific iPS Cells and the fibroblasts ]

N.Kawasaki, = K.Hirano,
T.Shiromizu, T.Tomonaga
R A% — [ Biomarker Discovery for Triglyceride
Deposit Cardiomyovasculopathy using Proteome
and Transcriptome analysis |

Y.Hara, J.Adachi,

N.Zaima, Y.lkeda, M.mano, H.Ueda, M.Setou,
K.Hirano

[ Triglyceride Deposit Cardiomyovasculopathy



Associated with Type 2 Diabetes Mellitus ]

T.Nakanishi, H.Matsumoto, S.Chiba, Y.lkeda,
H.Ueda, N.Zaima, K.Hirano, S.Kato

7N A& — [ Relationship between lipid deposition
‘and ATGL expression in human myocardial tissue:
A study with autopsy cases]

Y.Yasui, K.Hirano, Y.lkeda, N.Zaima, Y.Konishi,
[.Komuro, N.Fukushima, M.Setou, M.Hori
RAHF—IA Dietary Therapy with Medium Chain
Triglyceride for Triglyceride Deposit Cardiomyo-
vasculopathy |

A. Suzuki, S.Yamaguchi, Y.lkeda, H.Nakamura,
N.Zaima, T.Kimura, U.Urade, K.Hirano
RALZ—IEffect of Medium Chain Triglyceride on
Adipose Triglyceride Lipase Knockout Mice]

FHIEHAKERRESERYS 201112 (KR)
TEE— MEEZ. MEEE, BEfEEE, HEkE
SR

DR PR D MBI/ O /2R e~ i E
FE O ML % GE  (Triglyceride deposit cardio—
myovasculopathy) |

100 EAARRERZEEREY —svay
2011.04

HEEZ
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