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1. B#®
FRPERERT SR DA MEE 258 & L CHEEIEE (Medium chain triglyceride) A V& &
T ERIE DRI L Rt R N ARTHE O HBIZ X - TEHll LEFmER DIREZIT 5,

2. BERLBRQ

i S IS B LG LS E  (Triglyceride deposit cardiomyovasculopathy, TGCV) 1&. 2008 &,
TAERFZEE D AR E O LEBAESEES L v B LR BEATH Y | LR, &
REREE (LI RIS N BT 2R, BE LRSS, REIREETERTHS D Y, 2009
FE Ly BEEBBEHAEBRTRMIEEE L LT, TGCV RN S E28Y | AED 1
BbHEREWEREZBIEL T, TOEBEAOHESN., ZHE, BEEORENMED LTV,
INECOMERBRELEE 2. TGCV HIZEHE Tt TR TGCV ZWEER (2010 FiR) |
EERLTWD (BEEERD, 2B, ZhETIH L7 TGCV ORERBEEREFIX, Hiar s
MERSEE 4> R D BB Td D Adipose triglyceride lipase (ATGL) Téh % ¥ ¥,

FFZCHEIC VT D IEMINE DR R, BRME TGCV Th 5 ATGL KRIBFEIX., ZivE TEMNS:
TEZHAZEHOT 1T HMER SR TS, TRICED &, B 9l &tk 8 FIEN 9 4
05O EA 8 171D BETROEEERIT, 35 F ThE, HBED 9 FIT. FTICS B
T LTEY ., WIS ODREH VIR AREIRNER TH D, £z, AE TITEEG
I FARF—2EBTHBEINRE Y, BIEFID DAITOMALSREEZ 2 2 BEFA RO LN D,

OFFHIRES & A 7 1 BUBRHE & IS BB Ap AR, EREREB TIIREMEER  (long
chain fatty acid, LCFA)Z =R ¥ —JRE LTIV AL, I bar RUTIZREWTERELT
7 ATP 2RI L. ERL2HBCEEZ T 5, —F. ATGL REBIREETIZ, LCFA T3/l
F—jE L UCRHIBTE T, MIERichEES (T LT, FELTLES, TOFR.
JAHSEER 20 BIBRDORE, DARER I FNNF — 2R T EBREOKRR & E 2 biv, BE
IIEETHICES,

TERFZRE O, G R R ERRAHEER R & AV 2 in vitro DEBRIZI T, AE H kA
Falz, LCFA ZEINT 5 & LW PR & B0 & MRRSEZ kDI LT,
$4f5 AR (Medium chain fatty acid, MCFA)Z ¥ % & MifRsEE i, MRNTIEEN& &
WEFF2ZEx2RE L, £72. A—R MU T 7T —VRKED Zechner #iZNHET-
ATGL KO = 7 RT3 5 MCT BREREOHREEHRE Lz Y, A v Ak, £&%K 11 B
TOREEST S TGCV ODEFNVEY TH D, v~ U AOBEFE (#IEY 7%)%E 7213 MCT
#7%} (MCT 5.3%, LCT 1.7%) % BERLE®» b5 272 L 25, MCT BT W CEEREH R
UEMOABRIERZBE LA

T, BiEAA U A48 Medium chain triglyceride (MCT)A 1 /L Téh % BIE MCT A1
VB W EERIELBIR L 2 ESNCK LA EEEIT -, BRI, 1 BB ERE
45gH, 15g ¥ BREM (ZHUCEEND FAIL, 1L ALY LCFA ThH D) »oiEd—7,
BV 30ghEHEMCTAANLELTEDLILDTHD (LT, B MCFA/IK LCFA &), % 141
B & LT, 40 F. BEOLBBHEAHEESICHK L CUBBEOER 50 B, AEFREL
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AT LB B PR PR BR 2 3 L 72,
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3. BEEX
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ELLKARVERLEDTEZLTHY ST LLTE baAiGE e ORBEBEENE L2 LD
DHZRTHDTIRRY, bbb, AEFRLIT. 7o b a/VbEE I -BICE: 3,
HOWDHIFELLRVHEDIWITER L A2WHE (REREECRE S, ERUIER
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9.4.2. WEFIE

& R EFREEORRBEEM UIRBROBEMIT, —KHRE (24 BERILN) . — ki
& (7 BUR), FERRERE, BEBREEIT Y, FIEOEMICOWTIL, R8I 2 &
BLRATERRBEFORE - ME~v=27/1] B8R,
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9.4.3. XEFIR
TEREERORBRELRIL. —RBEZOMG, ZRBERORG., ZRL 2R
EELIC L HEE - 22 MAEORE, BRBEROMGELT 5, FIEOFHEMI OV TIL,
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10.1. #ERE O ER AR

FREE BT DIRERAME P OERIBRB E T NAREM) L5,

10.2. B - RABEBRURET N EER

10.2.1. 25585

HREER  (ELTOhEBRET — % 28A15)

IH H Ea

HEEAH yyyy/mm/dd
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BE{EMRE
B HHE FERRFLDAE, MERIELLEREE, FERF, BIE, S5MmERE
fF FZE

FREREEA (BWr
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FiEB X A D IFETEL(CTR). i o> &
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WA
HHE EES i
NYHA %538
O f5 > v F (PET : | washoutrate
BMIPP) (B&E 2 PARTETOT—Z DRAT3)
FDG-PET BEEVERE (BE2PAMETOT—F0RAT5)
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T-Chol, LDL-Chol, HDL-Chol, BNP, CK, BUN, Cr, ZZigiEiniE
RigE
10.2.2. ;8RB
B
HH EES i
BRI E FEREE (RQ) , BRIEFERG=E
1 PR R 1 i &
PRARRR A MEHA : myE MCFA, Mi& LCFA, miE~7 57V
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Y= TT 4 — U0 B SR A VR BE R E
A MR kMM F DS A MEROZER{EE (BHREAR, Flow Cytometory)
AR EATE IR 45 B

10.2.3. HER TR (70O ko)UAERE 2 BM%E) /it

R
HAE FEA
> 5 ¥ v F (PET : | washoutrate
BMIPP)
FDG-PET BEfEHEE
MR ERIE FERE (RQ) , RBERRRG=R
I PN B2 i RE IR/
B PR IR AT M%7 : RBC, WBC, Ht, PLT, Hb, AST, ALT, Al-P, Alb, TG,
T-Chol, LDL-Chol, HDL-Chol, BNP, CK, BUN, Cr, Ifi{& MCFA,
M LCFA, ZIERFME, ME7 57U v~
Y—FsTT7 4— Y5 = NE R s
FAY MR 7 MM oEAnROZERE (BEEAR, Flow Cytometory)
HrEE AR EA TR ORI
HH FEAE
B BERL, AFE (BR : %)
BEER
HE B
BEES Ho4, REA, EEE, EEE, RREBR, 8%, SRERA
HRIERE @ RIERRCIXLTIZOW T HHERT 2,
HH EES ]
ik A yyyy/mm/dd
Hr IR
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B EREF ERBRIA S HERRTH Fhuk B
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10.4.1. HEK

FERERM ST, T &b, ELEERFTRAREE2RD 5,

L= DEEISMUEIL C OSSR RTEIRE M, DEER., DERE CEERE
R72 E03d 5,

10.4.2. HgER X #2
DR (CTR)., Mg oF EXHRT 5,

10.4.3. IDEEEE R
R TIIRMERRKET R A2 B3 5618 5 2 2., EATH T3t B L ASERE O LE D
JEECEEERE T 27,

10.4.4. B&E&

BRTEREIRD ONZHEICERT 5, ATGL KB~ 7 RITBW T, EMLRHEE D
BRI~ VEHOBE CEREENRED NS,
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10.4.5. — 2 — 3 —4 1L EE(New York Heart Association: NYHA) DIDT 255

NYHA OOLARESEECE LTI, UTOERICEDSSHETT 5,

NYHA 75X EE SESHIR
I BEOSKIHTILBEDRS, FREH, SHiFOHRLBEEE 7L
7L
I BEOEEEHTES, FREH BiF, -R0EEERT BE
m REEITEER BEBREUTOBKREBETRY, FRE, REE
BhiE, F3bEERT
v LEEEITER DY EQOLIBHKEH THERMNIERT S EE

(ANHIT=aFIL 18 &Y

10.4.6. L5 >~ F (PET:BMIPP)
ATk, LCFA ORS# 7 v 7 Téh %5 BMIPP O.LF~DOE YV AHZBEML, %

@ washout rate BET T 5,

10.4.7. FDG-PET
BEEERETIZ. SV a—20OBEET 7 u/ Th s FDG BPEE LTV, ATGL

KB U A TR, E - RBIRE OB EIEIRRS B aEFHE#R T 5 2 L RS
Tb\éo

10.4.8. FERERE
R E S TIPS (QR) ZRIET S, BEFEERR T, EUREER (Fat oxidation)

ZEE, BET D,

10.4.9. MERE#EE
Endo-PAT2000 (A 25 =/)b, Itamar ft) ZAWVWEIET 5., FEHEME TGCV, ATGL X

B~ 7 A TS NEERERE OFEP TR SN TN D,

10.4.10. MiEthd MCFA, LCFA BERIE
Gas-Chromatography(GC). LC-MS #H W THIE L. MmiE+ o MCFA ¥ XU LCFA

DEEEATH . BEREN, BRIITON TV ENEI MO —I—L 725, MiFE LT
500uLs & [EHY L, —20°C THRTE LALHEE RFERFRRER E ST PR IR T,

REZITI.
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10.4.11. MEHD TS5 Y Lfl%E
ELISA (Enzyme-Linked ImmunoSorbent Assay)iElZ XV, MEF DTS5 7V v &%
SEATBAENE SRR IC CRIET 5,

10.4.12. Y—FEHFS5 74—

W DHEEOLE, EEOLERRD biLd, h—T2 77 4 —IZ LB REFETH B,
24 CHOERFIC, MFITHBET2H% 20 SHEBHEL T, AFIMOFEEREL LTH—F
7774 —TRETD, Z0O%. 4COKKICHELZFHEEE T 10 BEE L. BAETH,
BWERD)D 54 Z LARE 20 F CORBREE(EV—F2F 7 4 —CHIET 3, #
SEBAFERF R DEREDIZ Lo T, BABWEIBOY —F2 57 4 —IZTLA J —ERH
FHE S AL, FHEORMMBEZICST 2, a2 234 7 ) VRIFIOZENRE S LTV S,

10.4.13. RHFMiRE
BHIEARIC T, ZZRAMK, HERIZZEMEN (Jordans’ anamaly) %395, =078
fUIE, ALy B O R EORRIRETHME L 25, £z, MIEOHER (VR A
v 7 ) %V Flow Cytometory #1250, WBC,/RBC A% ¥ v ¥ 75 L%ES
ETHRHTE 2,

10.5. BEDOERYFLNMZDLNT

BREDOE Y F IO TIE, TRERVBW~=2 7V 2/EHR L. FRICES 2L &
T 5,



