Triglyceride Deposit Cardiomyovasculopathy
rh iR I RO A I
Hirano KI MD PhD, Ikeda Y MD, Zaima N PhD, Sakata Y MD PhD, Matsumiya G MD PhD
N Engl ] Med 2008;359:2396-2398

2R

2003 4, LDEMMERE L A ROBULABEL 2. AR OB O EREARTIE, ORI
BoWE xRz, B, CoBEFRIHTa 7 I vikEED S otk A2%2RIEL, A LEMYZEE
(LVAD) 235 S 7. 2 0tk, LIROBAEMAET L, HAERERCIZEIC X4 7 TN
WA EREL TV d e BRI N Gl MEFOIRES LAV =ZF VDL XVIZIEFE TH - 7.
2007 4 6 A, BE OB 32T 72, FH Xz 0lRo eBERT <k, OffilziicAE 4 rr v F O
B4 DL 2 Bo -, EELHO LY 2 ) ) FEEI, WEBD W 3 HloBE: L it L%
LA L Cwiz, JElRo MU clix, CFAEONBERES X BT 77 — ZWRE 2O 5
N, ZERITN NG, RO EEMRE, o I RTE S IR Ic Bl I ni. A4 L
v B O R@GhoMia:, W, s X OhBICHER SN BETEE, BFoT77u— oMl
BRICEH T 2 TG &Y, 2 floxtlfts X O 2 filofE ik O fiELE & IR Icm 2 o 72 —77,
ILATE—ALERICEIRELERPTDONGE P o72HTH 5.

ZOM)Z) Y FILEDD THER AT 27200, MIEANY 27V 2 ) FOBICHhHEHOEETDH
% adipose triglyceride lipase (ATGL, 3|4 PNPLA2) D& {x T-Hc¥ % b L 7=, % ofE5R, B3 ATGL
DLV Vv TICENT—HERER (c.865C—T;p.Gln289X) D FEHEAAKEZHEELTEH, ZOXR
% Fischer L 3G L 2BED I A NXNF—HEFLF—-Tho7z. b, SHEBEINZRKEZFOT T
0 — APHRA L, EEEES L AT e ATl P 7YY FThB L, FEZSE A -MIER
FREEO R ICIAS L Cwad e, RO CIKEFOMBEF ) 7)) FLRARIEFE TH-7C
EDD, “NROREL IZ—|WEZET"EFNOIDOTH L LR REBINEZ. IboREMIZ, ATGL
DERIGER L T2 A[EEELAF VW EEZX NS,

A Skeletal Muscle

K. B5» 5L ZEREROA I MLy FORBB I
7YY FeaLxTue—1LDHlE

A FHEL 2B b BRI E W MR, Tz 4 7 Tl s
W R I NS (R —AoN— 1 40pum).

B: LEHE % 2 F 7z B ofiH .G, OHMgofEE N IS B o
ERsEDONE (AT —n "— 140 um).

C: fi LA S Wz BRI . PHERERNE, W
fE (D sXHE (M) KERBLTWS, Tz, REICHEET S

B Myocardium

B A (RS, RHED &FEmMie CFEfiAK) 235
BAIANLEEICHZEINTVIRTAREINTVE (RT7—N
— :50um). TA| [ZHME.

D : A, EIH-OFEO#EEE 2 4 (ICM1 5 X WWICM2), *
L OIELRBCHT L 72 2 4 o S BEEERE 2> & IS 172 Bk
ERCEIZ )72 FEFE.

Triglycerides
(mg/g of tissue)
=

E:FERCHEF2aLx7o— V&R, T Y — 3R E

References:

1. Haemmerle G, Lass A, Zimmermann R, et al. Defective lipolysis and altered energy
metabolism in mice lacking adipose triglyceride lipase. Science 2006;312:734-7.

2. Fischer J, Lefevre C, Morava E, et al. The gene encoding adipose triglyceride lipase
(PNPLA2) is mutated in neutral lipid storage disease with myopathy. Nat Genet
2007;39:28-30.

3. Ross R. Atherosclerosis — an inflammatory disease. N Engl ] Med 1999;340:115-26.
4. Schweiger M, Schoiswhol G, Lass A, et al. The C-terminal region of human adipose x 2 .
triglyceride lipase affects enzyme activity and lipid droplet binding. ] Biol Chem e s e

2008;283:17211-20. >solek

/ z
Cholesterol
[mg/g of tissue)
o M = o ®m O BB
“
%
-




aXv b

ROVEROMIT TE LI DOL X=X %, D2WICITHAT S &ICL . Triglyceride Deposit
Cardiomyovasculopathy &2 5 24 P D 1 flERE L WO TBEX2 L, L ofm#EiE 1135, ZARESE
TADVDEIDR. | Lo EBEORBSZ 272D TEHRVESLI . LA LAEDXD, mARTIZEIC, %
DHICIFRBICEA LA RIERPBD IO ONTVRE T LICRAILEINEDTH .

AERHBFERIN T 0 17 05008 L 72 8IE, Z ORBICET 20 IIRENICEREL THh, Zhic
OB D ~BEE >3, UFiczolEirIen s,

Triglyceride Deposit Cardiomyovasculopathy (TGCV, HPEREMERE-OMIMELE) (X, 2008 4£ic HA
DLNEEERREE 2 SRR - B I N5 L WOMERERETH 5. LMl E FE Mg Y
702V F (TG) BEEL, ZofR, 0%, FEIK dEEiRiEle 22325, fMilAN TG 7k
Ficky, BEMLAZTGIC X 2=, R#EENEE (long-chain fatty acid: LCFA) O A +43 7 fikfn
KLz A VF—feZilgcTLEIZLON TS, TGCV 1%, MIEAN TG 5% #%E CTH % adipose
triglyceride lipase (ATGL) DEEMIRIAIC X 2 FHFME TGCV &, #EIRHIER A S 2 Tk WM
TGCV i ng. TG BEAEICHIIN~FERET 2 L IRz R 228, IE TG HL RSG5

(body mass index: BMI) (2B DEEMNRTHH2 0 ICI1E7R 5%\,

TGCV EEDL L IFHEFMUURICOIERZ BN, RINOFEESHEL %5, EITT 281%F, EUin,
FIERE IR IR S, 2K, Zk o7k, ME, REE, MR o OLARIERZTR A S, AGE DO EIIRIE
RRIVEANETH 2 2 ERHTH Y, PROIERTIFRO A7 o FLEFRPHEICHEL 2. = w2
V) voeHilBEAIREZ L Anwa e dH b, T2, FNEIRIC X R0 K, BhiE, BEFREAREL X2
3 rds, LififFILOBEFEZ DEEDL L, RAEHMOMEDH 2. = A LF—ALfERE L
T, BB, WK, ZEROGIEFTENPETONS. LMEMIOEGEEE L LT, MR
BUEEEZ G035, EFM TGCV TIIEKRA I AXF — (BE~FEE) 22 L, REWH#HELZ o
JEFID T I T3, TGCV [ZIEFRMELSE > TE b o, HfEfI2» L OHEE BEEH 4~5
ANTH20ICx L, MEESKBUITER 1,000 fle K AL TH Y, ZWNELE, M2, K2k
BRELREELE oTwd, BEDL ITLALE, PROEE, ABIR, B I A XF -2 248
MR ZZITTw 328, WEERNNEZ R T 2 L4 PRARTH 5.

M K DFAPEEA v + 7 — 2 Orphanet O &FiHEHRTIE, TGCV £k, FFM TGCV, Frxl:
TGCV @ 3fRRERFEERAI L L TEHFINTWwb (ORPHA =2— F 692305, 565612, 692296). & &
I, AREQZWIERE L, hENES, BAKEY S, HAEREY S, HRLOMEAS v 2 —xv i a
VIRERER D DK E R, 5 89 M HAIERRGR AR A MR S TREL I Nz 2025 F£ETh JCS/THES (O
ARBRATA N 74 victgiiEns,

Ao > [HEH ]
1. 24 v
[ Triglyceride Deposit Cardiomyovasculopathy | & 9 EFEREEIE, ZHLARTICIIFFEL 2 o7z D
DTH Y, [Cardiomyovasculopathy | ICE > CTIIERICEETH 5. EF XD T2 1HloHEEZ D T,
DR FRIREME L LTRRLTw3., 20RoFERZES 2 &, 2 oHITIERZOL D
THoTz.



2. Mg =F IcBT 5 30 #

AN=F v DERICE BT HED V0D Lhvs, AIEQENBWICIIEEoh L =F v
WEREEIEGEINE. I HIC, fRIC %ﬁéhkwﬁﬁﬁ@bEEEﬁ%%@%VV?7774ukﬁé
IZ-BMIPP O WH LR T & FELSBEET 2D TH 5.

3. ARV =22 LCcoh BN IcEH

FEI N 2008 £ LHE, FEORELE WL 2L 2TF0—0] THY, 2L 270 — K FRES
BHICH 72, ZDRIT T, (BIEHEELIYE-TwILITVZ) b5 —2DRETH 2 ks
CEH L SFHER RSB TH o 7.
XARE L~ — ¥ https://www.nejm.org/doi/full/10.1056/NEJMc0805305 ® #1fl, MORE LIKE THIS
ICiE, CCBEETHIA LT E RN BT SRR A A I CwE. Zhic kY, ZoEK
DN F 2085, 2L, chaboiffstizvedndilpdEiEiz -7y biclTnw?
MT, AREORTTAMSICRETAFEL ARV EFZI TS,

4 . BREEAL DR 72 T ARG % B

Ross ®“Response to Injury (BREERIGH)” % H O AIEERERANFIEIZ X T2 nw/iE b 5, F Tt
AR CTEMRE LURH I NI AL BRI N TV, BRE(LERED 2 7 =X L 03Iz, b
I —DORPTLDTERVHAL LT, Williams & Tabas 2320 L 72 “Response to Retention (FEfE
)HH B, HiE R, BIREECSNEHEO RIELZ AL T84T, BERLTLORIELZHSHEL L
RV TH L. FLTARTIE, HIDAHI=XLL LT, “MEAN TG HBEEE"L w5 ¥k
VT PERRLEDOTH B (RICH 25HHER 3. 132070 TH 5).

DFEY, AREIMERWEZE L 1HloREICL EE2d0TIEARL, [49 1TICEHE S e, OlE
TR OIRREEI~ L B2 — O DR ] LIFRICHICL VWHNETH 2. FAES, 2016 45 o AJEDHE

Wrkic#Eb s T, FA - REFOPFIHE bz T4 2 —0Zb Lk, KiEroEHEIcoTyy
— P2 EEA I ERICE TN, 20, MK EINLWEETOREL WL VY 2, AFKITH
F7=Z D IEICESN L BAE AN, KRS OEROE S R L .

Z DBRDOWIFEE R, AR S N2 offifiz EZAMF 1T 23D TH Y, NEngl] Med 382 E
RimlE eI N2 HHZLD TRE L —WTDH 5.

T-BE R T s e i B e A
HNHT



