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2 TWHRFREFNFR(EA VLY FORaE)

I: A, M:HE, AAE FLBEAR: AR
MR oiadkE l, ATHRAR @ AENEFEHEMiaoi
#4k. Bar 50 um (GCBRY & ) S5 H)

(Jordans’ anomaly & F-5) 2848 T o 72 (F
1a). MERERL IV =F v LNVRIEREZ R
L7z, BRIRBYICIE, OBREOIK, MOEOIK
LW EDONHEARE 2 IRV ERTH o /2.
DRAERTIE, OHOBRE, LS, BREOH
MEBRICIE A AV Ly FOBHOERZ LR
D7z,

DEBEOBICHE L0, BESEO-
OERICHABFATH o 72, DHEROERE L —F
LT, OISR L, IBEERICX Y2t
LTWwW7= (& 1b). REYIR 1RO 0 BhARAEAL
WRHRENTF AMICED SN, WEMKE, HNE,
HIE, AREMEREOLBIChI ) REDERZ
Mo M EE SN2 (K 2)., BRELERICE
BLTWARER2SIM LA, oL XAFO—
VTWERL, M) ZURY FOERETH -7 (T
3. ZoOWMBOSFRELHETLENT, M
AR ERRRE 5 O W /EBESR Td 5 adipose trigly-
ceride lipase (ATGL) #BEF OB ERFI % MET L
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3 BEROBERERE(@EIVATR-VE
& (b)
patient : TGCV #E#I, ICM : ischemic cardiomyop-
athy (RIME-GEHIE) O 0, Control : FELFEIE L
T REF O HLG CTERY & Y &5 H)

72k 2 A, KBEEF O loss of function mutation
DFEFEEETH o720,

ATGL /v 777 hY 7 ADKRE

ATGL R, =X VT DT I—YKED
Zechner 512 & o TER S NIRRT 5
MEBEZETH A, TTAWCBWTIL, OF, HBIHE
#, BB, BELZEICERBHELTVEY, %5
X, ATGLKO v A%BRL, ZORBI%H
HLZY. WARRTIEL, v AL,
HHREEAELCERL, 2ovv A, £
18~20 JBHTZ OREEA LA LTET 5 & HiE
ENTn5B,

AAE DIFRE
FEDFREZz T LOLLEUTOIEL IR 5.
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- B5 TGCV Ok (IR3L) CCi” & Y 35 1)
a. &L, b MgV

EEZLHRRTIE, RSEEBHEREZIDAAT,
IPaVRYTIGECBEILT B, SRICAES
BL7z ATP 2R BT A2 L2k o T, DRIFE
SICHEIT 2. AEFTE, SRR
BETHH ATCL BARETAHILICLoT, M
PP BRI ER L e Z 2 bh b (H5).

CnE CERECRELRICES T AR L
T, aVATu—VOEERFHRINTE 2.
ZOEFVERL LTRESESI VAT -V
E(FH) 3 B4 TH5. FH TR, KELEY) RE
B (LDL) ZBEAEFBIEICRET A2 HR, IF
WalvZAru—VaERT 5. £1LTC, BIER
FEIFaLAFa—iE, vsu7 v —-YDA
ARV Yy —ZH/AEP LI AE N RER (BRI
LDLR3), BRBILSRIET 2. —F, RET
BEIN-BRELL, UTOHT, BOTHE
Tholz. (1)IVAFa—NTld%k < FHER

FERLCV, QMmEBEOLREIC, JAkM
AEEINS. ) BFoMBEHEENER, E
ECThot. (4)EEE, HPIrEEIRT S R
EORENRIBTH o7, PELY, FHERYE

iz, RMERBEROHLEE L A LTHREL

AT

B TGCV (ATGL RIBHE) DEFREICOVT
—EESEE AR R R R R

iR OB B ERRIOES 25 (B 1)

COFEREXoMTELT, 2009, EAY
B EERERRIREE L LT, RHERE
RO MEEMFRIEA L B Ao 72 (http//
www.nanbyou.or.jp/). ¥EIZ X B IERNE DO
B EHM TGCV Tdh 5 ATGL RIBIEIX, 5P
Bla & bAETIFY, H#ihT 16 F70D
R &Nh7z. ATGL RIBIEIE, 2007 412 Fisch-
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1 BN TGCV(ATGL RIBE) D BRG—E £ %4E)
% TGCV Br9egt (CFEI) OFE#» 5

) BEC Lo T, MER, DREROVWTRRIZL
VWHEEDLDHY, SHROFRNENEETHLLEXT
w5

er 512X 9, mild myopathy & L THE E /2
ZEbHD, MEAREEE, O OHmENSL .
DFEDEHFB|MEINTWAE DI, 2561F 16
BIThoz. WHTHITHE, BETILHIF 11
Bl. ZETUABFSHTHY, BETIILRE
BEV, BEFRHDIEL, EETHLLEZLN
5, DBEOEREE LT, BHEIERLE
iE, ZHEREXOHEZETH2ERICH Y, &
e LTEETH L. T2, bHPEDEFT
2, 9FIEFIORENERINTBY, 20%
BEE D FIGERNIL 34 B TH 5. 5 FHIBEIC O
58, 2B LBRBEZZITTBY, I, bHHE
DIEBITIRERDVE L, R T BEPIHZ N
tEZOND,

6 & LT, Ohkuma S X > THE S
20 AR TOERSE L ER O BRRE 2R T, A%
PETIE, WA (R) 2/ERL, BRNPLOE
WS OIPETLITFETHS. T/, KERKZ
EETHERREICBWT, BEISARSTICHE
IBTEBHRBEL LT, RENKBEEELHRE
L, WEZBESORREHET, BENEEZT-T

B 6 208 TOMIE L7258
(e
a. TH (48D, b. | F
HE), ¢ BB X H1E 4
Lra—B(EEME—F),
e. MTHECT &, f MM
ZREMER (X 4 F 55§
@), g KEM% A MK
(FA WLy FOHem) Com
AQUR:AD::))
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PR B O IMEE (triglyceride deposit cardiomyovasculopathy @ TGCV) 1Z, 20084, #
DBE O LBBREFRIER L ) RSN HBRBEMATH Y, MR, EREIRE LI R
IEAERT AR, BEOAE, TERZEZ2THERTHLY). INEFTOEIAHLPRTGCCVD
FIRERETFIE, MRS EIg oo LEEESE T Sadipose triglyceride lipase (ATGL) T3 5.
2009E & 0, EEFEAMEREREERRIIFEEEL LT, TGCVHIZEENSLE LAY, KEDIH D
Bvnfkz BIE LT, CORBEBESOML, BWE BREORESEDON TS, EFLTIRT
FVF—RE e p REMEDRE, ECTIMEATRECET, PHEHE L TOOEICERLTL
9, whid, DEOERTH 2. MBRICBITA MY ZY Y R (triglyceride : TG) &8 & M
TGHEALS L OMEE L2 WFEDH 5.

TGCVAIRILDFEI DR, BEHEMETGCVTH 5 ATGLRIBE R, BBH %D bAE T, &
HNTIHIDS R W23 N7, ATGLRIBEEN, 2007412, Fischer 512 X W mild myopathy & LT
BN DD, FICHBEAREEDRD S ORENSZ V. OHIECAHIHRESINTVEDIE, 5
ZH 2O THHRI6H. BRIHTEHE, BEHTIATIE. ZETUFTHETHY, BT,
DREPLED LD TH L. DHEOERE LT, BHEIHRALE, ThBRELEZET
HEMICH Y, ERBHWE LTCEETH A, EHMOLZHAMIKRDOZHAL (Jordans FH & L&) 13,
ANER, BEMERORBRIF 2 SEFAICED LN, BHHMENSVEZZONE. bAEOERH
T, LB LREPHERENTBY, ZOBHEOFHERIIMRTH S, 56137 TITLHEIE,
BN LIBBMZ ZITTBY, B2, DBEOEFTIE, DERPEL, BRIET LENSEE
Zbhd. TGCVHIEIETIL, BWiEE () 21ERL, BRAPLOBHRZ I5ICNETLFET
b Fiz, KRKRZEEFHHEREICBNT, BEIACSTORHESTE 2HREEE LT, BE
RREFRELHEL, MEAZEROKRLBT, BEMREIT-> TV,

BE 3
1) Hirano K, Ikeda Y, Zaima N, et al : Triglyceride deposit cardiomyovasculopathy. N Engl ] Med 359 : 2396-2398, 2008
2) Hirano K : A novel clinical entity : triglyceride deposit cardiomyovasculopathy. ] Atheroscler Thromb 16 : 702-705, 2009

—120—




%
e L ERTFER

RE S

o & R E HAE

Dyslipidemia and Lipid Storage Disease

| KEAEFASRESRFENEREANE  FH H— . Eif 1880
% I_‘HET_K;E/J\ cht Ken-ichi Hirano Hironori Nagasaka
(B E)
IERST, REEEE, RENSILUATFO—UME A5
Summary Key Words |} \izee cppspa@nmmen
dUATO—)b, PERgss, U UREE, T, 500 N2 1 ABEFETS Y &

BERAERTX EDREEIF, LaniEEhDHERF(C
WETHD. TOMBANCBITDNH
REE BEH NEEHLSHEFRIC
EDFCETFITFREZSIEERIT.
e A, BEIVATO-ILTHBHE
B URER (LDL) OREEDESGRIX
BlE REESIVATO—)VIMES U

TH5N, 8 LDL-OVRFO—)VIMEE,

BB SEORRUETHIRELZSIE
RBCd. Ffo. MEASMRER (T6) 2
BB Cénd adipose  triglycer-
ide lipase MBEGHNRIBTIE, DIMEN
DTG OEBHLSORBIEENEETD
KOBEELALEECT. KB TE,
MEFHCBISDBEDEN, BENTRE
(FEEEBECMEND) SMiE, 8l
BT BEEDBRIERE (EESBESNT
3 [CDVT, B—E&mFDERICELD
TEUBEREICDVTIRRS,

Surgery Frontier 19(1) @ 23-28, 2012

1 ZLDL-OL XFO—JVIE
b ITEREEY XEH (low-

density lipoprotein ; LDL) % & k&
ﬁ?®§ ThHhLIREEBIVAT

— JVI%E (familial hypercholesterol-
FH) 7%, EETH 5, LDL %
BARNRIBT /R, Mg LDL-2 L
AFa—VDELL LR T 5. FEE
AT, OMEIVATT -V
500 mg/dL DL Eicd e, HEfE R
BEUTEIRBIGEY & 723, Fiefk
HEEEEERE L), ~NTOESHK
&, BRELERET, PAFEICBV

emia ;

EELr [REEFE] CE

FAAAS

SAES VY L&

2007 4, HABRELZFETRZNITHVOLRTEL [BRLE] )
XHr7m, hud, BERBELALOBVEREF TS
HIEHDL-2 L AFu— VIER S 5 HE%, [BIRIE] LFEOPFHED T
WO Thb, [JREEFE] T3, AR TRRSE LDL-2 VA7 u—JVIJE,
BHNUZYEY FiE, EHEDL-2 L AFO0— VIER E&8 F ST MBI EE
NTWaZE, LT [REEFE] W) 1O0ORETIERZWI L 2HRAL

4, LDL Z &K 0 BHELS T O RBE
C& % proprotein convertase subtilisin/
kexin type 9 (PCSK9) &{ZF 2% ?,

FREALEEI VAT 0 — VIILE
(autosomal recessive hypercholester-
i ARH)? 72 LA HIE & hize

PCSK9 i¥, FFi& <o LDL 2% 405
fRE#EZ, ARH 1, LDL ZZ&AOM
ALY AR L P EEATH S

T/, MBCBITBHEPATE—ND
b T Y AKR—% —TH 5 ATP-binding
cassette transporter G5/G8
(ABCG5/8) D EEMRBIETH &I
VAT u—)VIiE, HEE FRECE

olemia
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BRELE &L, Y PATFE—IV
FELLTHLRATVE Y, ZhoniE
ABWICIE, FREHEFMIERY » /3
Bk& Fve 7 LDL A KIEER & 2 8
EFRENEETDH %,

T, TV VEERL ST
I o WERBTIE, RIAHEEL XVICH
LT, LDL-2 L A5 0 —VENE
Bl, WICEHRZSLDL-aLV AT
O — VIEARD 5h b ¥ (B 1)

2 &IV XFO—JLILE
TRBEEY RERA (B RER)
A 5E 412 R $8$ A abetalipoprotein-
emia &, B Y REHIEIRD LN BN
Z KT LT\ % hypobetalipopro-
teinemia 7 £43% 5 ¥ BF L, mi-
crosomal triglyceride transfer protein
(MTP) O ERHREFIEE T, EI§
MLAE V200 2 78 BiAR ILBRAE, EEIREE,

24 (24) Surgery Frontier Vol.19 No.1 2012

FERFRIEE, PERIFZ2 2T 5, &E
X, TRBEEFEEICLLEWT
A B, 7K Bl00OEMRIBE, 7&K
B48 HA/RIBJE (Anderson J§) 7 &A%
MHENTVAED, ERFFEESI T
BTV —ABRLENITE GV, THRB

EH)REBAORE, SWEEOHR,

FAEM A, KRR, FIZFRIC
GIEBER LR TV B . &
RN RBEREORRE LT, #
BLTBLLEPD 5o

3 EMUSIYERY NME (I7F TG
1000 mg/dL Kl LD & 5 #ERLIHE)

MR EMRE L ICEEL, IEFO
Y Z Yk F (triglyceride ; TG)
R T AU RERY S—E (lipo-
protein lipase ; LPL) 2 DHiBEE T
BT RN REH CI OFEEHRIED

BEETHH ", FNFN, LPLKIEE,
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1 75U IVERRNNEICE T B IR

JEABREEMERIL AT O—JL{E

(closed symbols) LU LDL-TA L X

FO—JUEDEER (open symbols)
(k5 & W RZEBIH)

7R CIRIBIE LI 5, BEHHE
wmiE (ICEURAES), EHZAT
& RAE S 5 7% & TR R A
LEET H2HENL VD, HikT
CInooREZHERINTRERSR
bbb, FEEEMEIE LE,
RHM»SEbNDLY, ~T uEsE
T, &E, BV A M A VIUERH
J&E#| (L-asparaginase) % 5 7z ¥ CH
HALT BEE D 5. BERBREDD
2, BEFLEHIC, ME7RCIE
B, ~o%) EHERIIEO LPL
PEAEFMET 5.

4 BEHDL-OL A5 0O—)VIfE (&
HDL-OL Z5H—JbL 100 mg/dL B E
DHEE)
HAANZE HDL-2 L X5 u— vl
EOHENNE L, —H&AOHR,
1000 N2 1 AR EF 4§ 5, HDL



(high-density lipoprotein) #-FH ® 2
VA5 H—)V& LDL 7% El85E T A
AVAFYUNIATFVEXEH
(cholesteryl ester transfer protein :
CETP) ORIBIEI, HENFEL, &
HDL-Z VA5 u— VILED R K%

kw5 ©, CETP KiBfEH [HIIRAEAL
EARIE 7 D g T BYIRAEAL B
O] IZonTIiE, WERHBELRE
BTV 2 as, CETP KIRIE D%
BHIRIC B BT OME, i
HDL I LA 50— b & Bt L ER

HZ{LDOER

H2 CETP RIBEEEMEICHITIEZHE—HDL-OL XFO—IMEERIIELE

(3Z#k 9 & V) 2Z51A)

=1 FICT MIEBEDIMEIRE & ERE(L BBETO7 10 (Bfi: mg/dL)

% 1 p<0.05 %% p<0.001,

R L EETSN

BILE DD WP UFRBOBERENESD -
2R 2), &, Bk TR

2B 8 L7z CETP FEHR 0 FRIRiR

BBSEMICRbo2Z bR ERPD, 4
FTLFE LWELTIE R L, BIRE
{EHERE AL T2 W REEZ Z K

LT, HEZBEILDLLLEDFDS

(http://j-cetpd.org/index.html) o

5 {&HDL-3L X7 O—JLIlE
HDLKW FELEDOLEATTFTDH A
ABCA1"Y OBERIBIER, ¥ ¥V —
VHEELTHSRTWw5h, HDL/RIE, .
F Ly VR, IFRE RREETER
BWiLE &9, /2, bhbhid, &
T, familial intrahepatic cholestasis-1
(FIC1/ATP8B1) #%, Iii& HDL-2 V
ATFU—VLURVHABHICERTH S
LEBELPITLTWS P, FICL K
FEV, ETHEREEFAET S o fE
(progressive familial intrahepatic
PFIC) ® B M K iE I
AR 9 - ¥ £ (benign recurrent
intrahepatic cholestasis ; BRIC) & L
THHLNT WSS, & HDL MEZ &
7z, /ANRED o HEIRRELHEED &

cholestasis ;

IMT : intimal medial thickness, WS : wall stiffness.
(@13 £ WERES A

Surgery Frontier Vol.19 No.1 2012 (25) 25
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12 CD3 RIBIE |

idubdNE EEHENE

3 EmBENRICH T D CD36 RIBEDEE
| 21 CD36 RIBEEIX, NEEMIEDY R I TH 2B, (32t 16 & V) &5 | A)

4
SPHERRIFETR DB MEE IS B 3 BMA N0 L & DS S UBEBIIRIC S 5 PR OER.
(3T#k 20, 22 & VS IA)
(Hh5—-95E7p2 BEI1ER)

26 (26) Surgery Frontier Vol.19 No.1 2012
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ha (ENY,

6 X ARy UEERE
BEREEREN A YR v 7 iERE
BoOBRWERTHAZ &I, XM
ENTWVEA, FEEFHOEBHER
ELT, BHRAOET AL ABRERF
3% CD36 RIBEVFEETH S s
CD36 iU, BHHICBWTIE
2B AL 2 b DEER bF VR
R—%F—7T, A CD36 RIBETI,
A A VIR Y, BigiE (2
B, A%), BME2LE22T 5. ¥
7z, ANREATCIX, T LARIEEDY
272 hB(E3) ZEbHELME
Y, /NEECHAERITIRERBIALNR
ELERZ-oTBY, FEVPRLETH S,
CD36 R, LHBEDOIT F N
F—ETHLRBBREAHTE 2V
D, ODFE, HEE L OBENTRE
ENTW5B, KEZX, BMIPP ¥ v F
7T A TS Y AR BKEBL T
5L EEBICABESNDHEIE V.
MR, HEERICBIF S CD36 HUE & 1%
RTAHZ L, BETHRETLHILTY
gﬁ..t;g Z’ 17)18)o

1 777U —4% (Fabry's disease)
TAVI—LBERTHDa T
MY —EDOBRBHREBOKR I
IR MIAFV Y FSHRRACERY
%, Fabry I2 X o> TR S W= T B
777U —RTIE, ARER, #Am
EIE, ARREZEFHE SIS



bAEICBWT, OEEEE, OEX
ELTOLT7 7T -RAER, BE
2hTws W, BmEERE, XEHET
Hbo LT, FHMOBERIEERE
RBEFBMICE Y R END, BEM
FENBE SN TV o

2 ERRIFER OB NEE
BRSO ILEE (triglycer-

ide deposit cardiomyovasculopathy :

TGCV) &, 200848, HAEOLEE

R X 0 RIS REBEAT
b Do LB X URENRIC TG 2°& &
THRER, BEEOMLEL ET. M
RORBEEOER BERFICTG
FEFET 5720, LTLE TG IE
bbbV (@4, 50T
2B & 7 e B TGCV O JRE I,
MBEHNTG oBOLEERRETDH S
adipose triglyceride lipase D E{RAIR
BTH Do FMMOEEEMIRDZER
b, BEDHPOFEELBINICER
Thbo BEEEEIRER BRI
gemE L LT, TORBOMHYE, D
%, WEEOREIMTON T 4,

3wk
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