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VLCAD XiEfE (f&R#H7 2 )L CoA ik EEER RISAE)

1. REER

HRESE 7 > L CoA ik EEE3E (very-long-chain acyl-CoA dehydrogenase: VLCAD)IZ S ka2 F Y 7 AKIC
BELTRETAEETHD ., ZHERLE &L LY ICRERENRO SRRLEIEZH S , BREIIRL . HER
DL IFFLEHRE Y S BEEOLHEPCRIEZ KL, EGTFROWEIRECTH 25, A4 REBICHRFE
TET 7 A MRIEBEARIEIR THRIE T 2 8F. L REIDIE IO RERCRIBIEZ 2 28, & 2 VIR ABICHIRE. #i
BT % EOMRFEETRIET 28035 %, [1,2], FERSARZ Y —= v 7T, BICERILZ K TREMNTH
STHRBINZHEEPDB(3,4], THOLEFERR ) —= Vv I/ ClEETH-7ELTH, REZTRRT 5
BRREBR DS A & UIGE TR S BRI T RETld v, FEFRMERHI—BREFT R THO 2R EF IR o kv
BAEDVELLY, B OE~E b U EORIMEEE. TERBEEO LR, & CK IMME, OEERT /2% £ 0358
DFENPY L5,
BEERIEREESETH 2, BPEICBTZHERAR Y —= v 7084 0y FfFFE(2005 F~
2012 F)DFERIC L B LR 16 A 1 ADOFRAEETH b [5], MCAD KIBIE & 7 & CSHE O & IR IR
RETETH 5,
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npher membrane

CoA

R R R R

Acyl-carnitine

» Carnitine J

Acyl-CoA

R

Acetyl-CoA (C2)
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F BRI X 2 PIRIERZERT 2GS H (20, ENTOH—LZBEREIEONTHRWA 2L
BRIBDOAN=F VEEEIMBELVEEZNTVSE, AINVZF rEEL2ERETIBIIAVEL OB L. BK
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2) BE L LMENR
@ &~ b o AR

RIMAEOBR IS E X VRF T b VEMEME & % 5, M7 b oo & FRE I fHssesERs BAle & JIE L |
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Gt OB IR ARB R EIEZ B C B FTRICR 2,

3) BWIORILL 72 2 Rk
@ M7 > VAN =F V4550
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FRMHERCTES, ANEEBE 2 LIMRAKRD 7 N A N ZF U TR BN BEDSFRE R W S
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Fo, RRHCEEEAD V= F VMR T T2 ERA NS, R EANV=F VRZERICEWTIE Cl4:l 2&L7
SNHNZF Vb EMRIARMEIC A2 B DT Cl4:1/C2 % Cl4:1/C16 % L OIECIHiT 2 2 L bEATH 5,
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v ECHANRVBREE L, BBAHBEEELZ TR T IMANEONS Z 0%\, REZRREN
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Yy T b A LR GRS v, —ERHEEERICEBRTO T VAN T VFTRE RS
L2 & > T VLCAD DHSHERRIT DS TE B,
® BIETMT (% %)

VLCAD BIET(ADADVL) DT IIHEEZW OB I FRTH 5, BETE L RO & 2> 72 HEIXEH & 2
WZi->TEGT, BROIFLALERMEMTH Y, BHEELERIZIAS N TR,
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EEBERET D (HERE :B), DERSIEA AV A (GLEE) 7205 bRwHENEETH B, (HilE
£ B)

H) 4 v A & 0.01-0.05 Bifiz/kg/hr & LT, FLEMREZHERL 72 ET1T9,

DEHEDIREIC DWW TR AT EF Y R L 283 a0, REMHROENHIRC+HIED 7 F 7 HE
HARRBAREOREP o FHZ L EbN s (HIEEC), REBLE L 7RI, BRIV OEEZFLLETS
REZFHBT S,
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FERe AR 7Y —= v 7, & L BRI E el n5e, HABEBEEMCT 74 —3 a2
ZJEET7 2 1)2HAV2EMERI NS, BEFLS L CIFFEMILE MCT S22 1:1 DAL, AT 5, &
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S pDIERBR SN S & EIXREORIBNLEICE S, 4 » AREOG &, BEORAL IV 7 IEHIEL,
HORDRER I V7 2T 5, 4 » AU DWW Td—HOIEEERED 5 25~30%F&E L. —HEH 2 Y —
D 20%BEICINE 3 & 912 5[17],

BLARAN=F v (ZLANLF ) 5 (HIEE D)

AIEWZHT B AN =F VHRDORIFICOVTIEHS LRI E T 21372\, VLCAD /v 777 =9 2% M
VR TIEA N =F VB & > TREBEDR T HE ST 3[18,19], E FMZBWTH EIOLIHERE
EAER 2 BT 2 AR BRI LT 5, A TN = F VEREHER IO RWL[17], —H, L&A
W F I X P LEA 2 BT 2RE D b 2[20], ENTHH— L2 RMBIIB o0, il
ELBEFBDOAINZF VERGERBELRVEEIONTVS, ALZF VBERIIVE» SR L. BEREDE
BEAN=F v, TUNANZFUEREZS — L, EETREBES CIUEEMEIV=F V% LRI 200
#EREXN S, MR LV =F 22820 nmol/ml L Fich ok )icary bu— LT 3EBHLTH 5,

SR E A VLA ANF U OBREIREZRTH D, BELEHETZI AN F OB EDL D
MEEEE . DEEEL EoMRESHRE I T W B([22),

6. 74u—7v 7iEE
O HE. hE, HEORE7 +v— (1 [H/year
©@ EEERERNARR I ENNCIERET7 1 n—1 3,
FLEEZ 1 » Ao 1B, DB 2-3 r Hic 1 EOMENEEZ L\, (B)
AST. ALT. CK
IpE, MEHT A, 7VE=7
T T LT AN MRS L =F Y, PYAANFUE (2-3 7B L E) ZYAANF oy
iz A, MiE% & bIfT) BV EE L, —RICIED A PEMAEEZRARLT VW, BEDYA I
VI EDOHERZTPT W,
® Dro-—:EEROBEIZ 1 E/1-3 ERE
@ BEE MRIARE (NEENE 1 [BE/1-3 FE2E
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7. BABADOIRE
FLEHRHISERERI O B RIEDSH & 512 72 o TR LIS ¢, ERIIB SN T LR, TEh RIS
HIpE Reye BEEGERE L L CHAE L 7 fERIASKE IO RBM A B4 2 2 L bR E N2, SREELD
Qe b L b0, BEAEBIO NS E AT 2 EOEE R NS, BB, JER). IR, SRLERTR 21
R4 AT 2 BHIC K 50 CHAAREESBETH 3,

AARSERRBAT S ZPWEERELZES
REZE  /ARAE
ZEE  REREE
201441 A 5 AR

ZEERESR (TFP) RIBEERZRIGEI 5

1. R B

I har RYTHECHS L RSEIEIRO g B{LEIRZTER T2 2 RO 1 D Th D, REIENE B B{L
E#. %5 2 OFEFE enoyl-CoA hydratase (LCEH). % 3 @ 3-hydroxyacyl-CoA dehydrogenase (LCHAD), % 4
® 3-ketoacyl-CoA thiolase (LCKT)D 3 DDOMREZ - EHTH D, AERIZ2 o0V Ta=y ba b D
ENEFNAYV T 2=y binb/ied 8EBERTHY, a7 2=y MILCEH & LCHAD BEEFEHERH Y, p¥7
2=y MILCKTIE®ERH D, T D 2 BIEFITEEMAE 2p23.3 12 head to head THIEEL THEE L TW5, KB
ROXBEITa, BHELLNOXRBIZE->TAEL, RENEVIBERO BBILRPEEIND, HLREAKELHEERD
BETHD,

FRKIZ BT Isolated LCHAD KIBJE & =FERTEME & KT 5 trifucntional protein (TFP) KIBJEIC
SEEEIND. LCHAD KIBJEITX LCAHD {EMEA2 R BEAICKIB L, tho 2 BERFEHIIH 2RBRERZND LV )4
WELD, a7 2=y FOLCHAD RAA ZHDEANIHLND 2ELER c.1528G>C (E510Q1 = D
L 725, BADEGITIIZ DX A 7OHEITR, THETRBESNIERNTT~T TFP RBIETH D,
HRIIX Z OB ZRJITERNZ L b DY, ZDRDEIA RTA T D 2 2% KF L.

KIRDE T DR ART V== 734 By T A PTE 2010 FE TR > TE LT, BRI 548
EITHTHL, ZNETICHERTSFAORENRHY, £05b 2 GINHERBEERER, 2 FINHEHIZR
SERHIAL, 1 FINIANF—ETHY, HBEBEHREGNNPZVFIREER D 21, BN TORERBIZRY 3 F
D, EKTARTA LRI T AT AR V== TRFEATL, ERIOZ NI —u vy BT 52 F A= b A
=A< Bt~ 12(2,3].

2. DA
1) R
© FEEFT
BUT TR A7 V== IR0, FIRPICRIESE UTREE DO TRERRE TR R S5 EEROERIN
EEND, UTOLEOFRPCHESND ETOEENRNELET5, '
@ A4 REFRIER
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FARBITONA, BHRES, MPREE, DASRETAMERE L, & LWVELESE T =7 MiE,
JFebiEEsR O LA, & CK MUE. LFHEREEZ &7, LEHRHOBIFEN G, FAERRERNCIX, BF
Ath 1BEDIRICRIE L, 7 b UMERE, SRRIE TR ETREL, FRESE, WILAR, DAEEZE0FL
THET DI ENRLVRETH D,

@ FLohRFER

ALRHRET, BECHMICHEVERESE, K8, HRRET, EREE O TRE LRSS b R
fE, @7 V=T ME, SELBE, FEEEER CK MER & &2V, Wb b Reye BIEMER & L THRIET
Do BWith bR BTt o THEBBBIREL RV IRT, ROERIEOBRBEL L CREREL LTI LD
E2ARR
@ EFRE

RS R OBREE (BRHE) 13, RAOKRTRL, SIEHGEBEMIC, MROLERGRARE, &
o, HAHETTRET D Z ENE, BELI T, MHIEECHE, BN N L ATHLHERIFHRES
np, A 7v VR, & CKIMEEZRD 5, AE TIRELRIBO 20 TRIEMHEEE (8 0%). MERESE (5
-13%) &= TEHNRD D, THIEAZ Y —=27, BREBERIZBONTHLHIT RN EORERH S 9.

2) EERERE X OEERFT A

BRI CERMBEEICRD b3 SO RIZLL T OEREH T bh b,
O BE#EEE, TvwilA

FrARMBER, AHRMBER CHRONS, B RERERYD O EMEMIE, TARRERRE L BT S
LHEBE,
@ BHEHHEER

FIBRITHOND, BAHBAES I A F—, B, FEFEE BT 5, BY-CHME, E5), KiEk
EEHIIFRIETHZ LML, ERPRETLZ L ORHETH D, Flo—MITITEIRPICSHE T EHR R
LNDEFGH D,
@ LFHER

FARMBER, HHRMRBER, BRECLAOND, HAERMBELNCIX, EEOOHEL TNIHED
DARE, BEERBRRENRZ ERH LB,

@ PR FERAER

A RMSER 2 .0 & UTHER, EBIER, BANRR EDOEE R R D,

® WLEER

RIS RIRIERNZ BT, B FRICRIET D Z &E013d 5,

® AFRER

FARMBER, AHRMBEMTEL AbND, REOEBRIIIE LWERERDLZLbHDH, M
KENZIZHA SN TR L HE,

@ ot

—HORBOFERFENLEBRMEFHEER R LEOFHLETL008H 5,

3) BELRDOBRERR
© &~3E7 b MR
IRMAEDOBRIZ I PRRT 7 b EREEE 25, BEL, BRIZEBMHAT 20 TR, KlFE, S5 KREO

— 109 —



BENLTEINIHEHEEL TERIZ EEZXHRETHD, MWERMBEDORIZIRYT b AREMTE~1+HEE, M
& R ARDS 1,000 p mol/l BREETHIUE, (&4 bR B X 5, M b R0 E & R MRS
BeaHIE L, BEEERERAERR 7 b v > 2.5, IEEEREIARA/SH B > 1.0 THIVIZIEHM B BMLER 28 H) Z LN T
%R

@ FFpiEER L5

FEx ORECIFGBERD LF 2RO L0, BFEEFLT0a Z enEL,| HEZK BB,
@ mH CK &

FHERMERFICRERMETH. MIRNICEHGEME (510,000 IUN) 12725 Z LRE,
@ &7 vE=T7ME

BHERIEFRFCEE L R 2FR DN, BROALTHRET DI LHBEL,

ON LN

PN AERDP LA TRV, BHEROEBFENIT R SIEFBRARSESENRDONL Z L 13b 5,

4) DWORIL L 72 5 R R A

O M7 NI N=F 50T

BT =F 2 C16:0, C16:1, C18:0, C18:1 £ 2Dk FuXx I {k C16-OH, C18-0H @ L7 3 F#H,
~—N—& LTI C16-0H @ LR TH 5, WA AW FHAER~ 227 ) —= 0 7GR R C16-OH>0.1
73> C18:1-0OH>0.1 (MRRIC K-> TEHTER D) . TRRAE T, IERLE ZCIEIHWEN D,

@ FRIE RS

IRIMBER VBRI IZIE S LIRS BV IR VBBIR (L IZ 88 Ruax v UKV BREET) 277,
RIREA 72 EWEIFT RN WG ERZWE Bbh b,

@ EERZFHIZM

BE3 R TG IAESEARE 72 £ & IV 72 LCHAD 75, 3 -ketopalmityl-CoA % VN2 F 45 —BIEMERIE M /2 &
N5,

@ in vitro probe assay (8 B&{LAERTAH)

Bk ) LR BRSO B SR HESE IR & FV V72 in vitro probe assay . HEEEOT v AL o T fMilAD
PERBERBRE R M 5, REBBRNRT VN IN=F o a7 7 A VEHRTE, BERLHNICEL S,
® ALr77ay T4

BRI TAPEEHNTA A T ay T 4 T TE NI ORI, ALNRE 87 BORDIZE D 2K
T 5,
® BTN

HADA, HADB B{= T DT E21T 5. AMTIE 5 AMERH L0137 X T HADBELEFOERETH o7z, AR
AND 2 VERITFFERE STV,

5) lTELYE

2 BEMEERE, TEERKOBKFTRO S 602 & b—2%R), BHORNMELROBEDS D
TUNANEF T CRBIEFERN 2T 7 7 A VERBODILE, B2LTD, FiER~AX I V—= 77
SIEDREEMBIICELTE, FUTATR - R V== T OT VNV AN=F Ui CRERRN T 07
FANERDDLLEE, BZ LT D,

FEEZW ; LRz, BEORIE RBED O HO~@DP 72 Lb— O TRERENTRZRAD D &
X, HEEDZW LT D,
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3. BERRI YV —=V T THREEZRDNIEEDOTA RT A4~

AEDKFENT AR 1 EFFIC TRFLUPICRET 2FERBERTH Y, BUTOY AR J == 7T,
BIERCTH T LT ARY V==V VB TRET 2B ERBER TLRVWEERELALLEZLND.
T2 TR TREE L2 B B DWW TRET 2.

BBIZFZ VT AT ATOT VNVINSTF VT EfENTREBR O H D HERRITE Y, BEEERI TR 0T 2 408H
T 5., CTENIFARD EEENHEZECHEHRTIONREE LY.

WM IO L, KREHEMERARTTNWDZ L 2HRTD.

mpE, mygAs A, 7oE'=7, AST, ALT, LDH, CK, GEBEAEIEE, ~ N o EoE)ORE. Lo a—|ZTRK
Y UNFIE DS 22 I D FERR

BT b AL D BRERPBETHNIL,

1) ZEFEED O DFIEER (RHESFMIZIZ X 5 In vitro probe assay I X DHEERZWO-®), B T2
EERTD.

2) FFERINZICL D RFRIELRET 2. SARITEBEI VY, BHE2D MCT 28& < LCT DWW I
T B EESRE B)2]. BARTIEBNGAET 2 1 (WAL MCT 74— =2 7) MBUHEEHEZ 2T 2
LT3, 3EEMIL#ALE, Tk 2o 7ekEsEm (RMWER) 2#RT 5.

3) &<EERTYH 1 BORETHERDREICRVED Z &, HERALOLNEME, ST R RGO L2
PR L2+ mBICEBELTHLE ) ZENEETHD.

4. BIECTAREZEDNEZLEDOREIALA FIAL

1) SARBIZTOVWRA, BREE, FREE LARLRETAMEREL, FIER~AR I ) —= v JHERT
RENRZONIRES  FARBEROFRIZTRIZEDLDTH LW 2N LOHBIITOELEZ N
HETHS.

EHILH T AR ATODT YNAN=F i R BITRERD & D HiFkICE Y, EIER IS TRYIOMT 2K
T 5. ZWHEEDOOREER (BRIESEMALIC X 2 In vitro probe assay 12 X DHEEZWI DOT2) %475 .

BApRieZ ST TEMEDF RIS 72012, T@REmABWIRIZRORVWE I ICHEET D, Jrva—x&kE
E% 6-8mg/kg/min & L, LERHIZA AU UHH (GLEE) bBET 2EEEE B),

AIE DB RB NIRRT AVEERIZ DWW TOINE CIEREENTZIo X A= A =4 U id@Zid 6han
N, BEBICOHOZRIALT—FRERDY, DHBAMETRLTAIENUELEZZILNS.

RENELETIE, BHEINIICELHEERELHGET L. HAERITEEI VS 20 MCT 3% < LCT @

BT Ble) BATIRBALET 2 1 (WAL MCT 74— <=2 7) ASZURNEE 1S
LTS, 3EMTLEILY, ThIC K3 AR EEsN (AU TR 5.
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RHEHE
() BREMBOFEHRE B) : RITTT. JUEEHHLZEC L2V EBIRRIEDERTHS.

£ ETHORKBREHRE

HER K1z

GMAET  4BERS

IBET 6E5RE

1EET 8E5 1 —_—
Akl b 1085 3 LS

(b) MCT I v2, FANOEFHELEE B) : REDE OBBUIE/NRICTRETH D, FERITEEINLVS &
2 MCT 3% < LCT DRI N7 12T 5. WERBORNALETHS N, BATIIHAERLE7 21 (&
BRI MCT 74— = 7) BNARNBZIZIEmZ LTS, 4 »AZEE L 2B XX —0DlE
Bx#25-30%&L, MCT 282 0-25%, AR 3-4%L25L51cT5. LCTIXTE LR 72
T %, BEMIZIEEZ D THAIPEBYEERY thd 5 & MCT, LCT ¥4 S 0EWE 5. BEFL%ITZ MCT 4
£ ABFIATE B, |

(a— A —FHERE B) : BFRHR CHOWONS L 21, HLEND OWINEREE CH Y, BL%A
ERRBIENDHE, BHANC2M T2 0g (8 Okcal) BEZFERIFFRBHDO 7 L— —THRAT L THE
D LIIEDTHD,

(DA b ABREORE « FE, TH, EHR ERHA N LAR»D D XD REHIIETE 2R Y IEIERAH R A
EHEESNZ2NWE ST ERETHY, HOETHCEDE9EEL, LEIZE U TR/ L a—REiEN
EFE LWOELEE B), BIRAEE S CRMEDFEICIANT 72012, FiR e EiRIc 2 68 W E S ICEET 2,
Jha—2%k b5 E% 6-8mg/kg/min & L, FEIERGFHIBICEETH 205, BEROIZA AU VO (GL%
) bEET D,

@ L-ANn=F  FEZONTHEIRE D) : im0 d 5 & Z AT, RUEIBBILEEE~OEMRENED L
WH T BT U AIR, EERRBERILET IR LEb T2l —EENTER AL =F UMK T LT
WIE, ) DIFEIZ o TND E VWD Z & Th D, EREN N =F A 156mmol/L A TIZZ2 6720 E 5 12d
Do

(f) Docosahexanoic acid (DHA)H 7 (HEEEE C) #hRIIBEN T, MIEHEEDIK T 251 2 hr o723, $iHh
DIERERAEN A DI & WV ) ENRH B [4].

BIEFIZ A DR o 72 2 E D BECK TR S LTV 5,
60mg/day (20kg LLF)
120mg/day (ZiLLE)

() Zofth : BRIZEENIBBDAGE L S| X TOTHE 5 Z LB FE LWGELREE B), EE) 20 480,
MCT 0.5g/kg % & 5 SEBHBORBHSEEL, BEOEEC L 255, BUGHRAMASNZONE LV IRED
& 513,5]

BE LD AESER

BRBAIETH D & &, ~TafREE TH D RHD Acute fatty liver of pregnancy (AFLP) <° Hemolytic
anemia, Elevated Liver Enzymes, and Low Platelet (HELLP) JEMEREA X723 Z & 3B 5, ZiUIeihEsm L
BERETH D0 0 AEICFFEATH 5 6]
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E#i7+u—Tv7

1) BE, K&, BEOF=v7

2) EERRBETHORLOOEBHTHER HryfvALR

3) E=#—L UL TITAST ALT, CK, BEBEIN=F o RF VT AT AL DT N AN =F ol Ex o
A 1TENITS.

4) FrmAE

F—EIXIRBAIC R E

F—EIT iR B

DT a—, fFEES 1FIC—E

51 FH 3CH#k

1) Purevsuren dJ, et al. Clinical and molecular investigations of 5 Japanese patients with mitochondrial
trifunctional protein deficiency. Mol Genet Metab 2009; 98:372-377

2) Spiekerkoetter U, et al. Treatment recommendations in long-chain fatty acid oxidation defects:
consensus from a workshop. J Inherit Metab Dis. 2009;32:498-505.

3) Spiekerkoetter U, et al. Current issues regarding treatment of mitochondrial fatty acid oxidation
disorders. J Inherit Metab Dis. 2010; 33 :555-61.

4) Gillingham MB, et al. Effect of optimal dietary therapy upon visual function in children with long-chain
3-hydroxyacyl CoA dehydrogenase and trifunctional protein deficiency. Mol Genet Metab. 2005; 86:124-33.
5) Gillingham MB, et al. Metabolic control during exercise with and without medium-chain triglycerides
(MCT) in children with long-chain 3-hydroxy acyl-CoA dehydrogenase (LCHAD) or trifunctional protein
(TFP) deficiency.

Mol Genet Metab. 2006;89:58-63.

6) Spiekerkoetter U. Mitochondrial fatty acid oxidation disorders: clinical presentation of long-chain fatty

acid oxidation defects before and after newborn screening. J Inherit Metab Dis. 2010; 33: 527-532.

Z DIFEHDEESCER

1) Uchida Y et al: Novel fatty acid beta-oxidation enzymes in rat liver mitochondria. II. Purification and

properties of enoyl-coenzyme A (CoA) hydratase/3-hydroxyacyl-CoA dehydrogenase/3-ketoacyl-CoA thiolase
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AAZERRBEEFES DWEEREERES
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REZEER - TBERE  BREME
20134 12 A 31 HAiR

AN FURBEEBEDZEIHLAFS14Y

1. REBE .

TNV =F ATKENET 2 VBT, A TIINERED T5%IBFEL VERSN (B, LG - B2 SIEE
D), YO B%IFIBREBIRTY DU e AFA = hbAREND, MRNTIETZ U —br=F1 L BB
REBB L AT NAEG LT YN IN=F b LTHFEL, BBRICES 9T 503, FRCHRICE < iTR S
NTWEEFAERTIHIFEAEREENLERIND,

IN=F %, RSWENEEEZ I o R THA~EEL T, pBLOEZEE MG LZY., S b= RUTHO
CoA/T /v CoA DILFEDOFRE Z L7ch LTEY ., [EHBH LD RXNF —ELAZBWTEERBHEEZ LTS
D (1),

ZDAN=F CEREERT OBRORBIEL LT AINV=F 7V bA VT AT =5 —E8 1 (CPT1)
KRIBIE, IN=F SV bANIT VAT 25 —F 2(CPT2) KIBJE, IN=F /T I NIN=F 2 hT R
n i —+E€ (CACT) REENETObND, TNENOBMBEOERMZRBIZEIY, REBEHBOI har R T
WADEENEE S, BIBRAHA+o0Toh k), ZOBRZINAVF—ELADKRTEZSIEEIT, W
T HREELEEEBEORETH D,

1. AL=F o942 LERK

(CU) i
#HERE
N
( CPTI ) F AT FYTHE

4
‘ :;?MCOASH
T URCoA FUNAILZFY v =F

(crrn) N
\/"?/”’("A FONANZF Y ?Jfb T

_________ L= %/M “/
1
! 1 a -
FraRYFPT R IX
| BEAL | ASI T UL CoABHBR. = £ /
CoASH: 0z o1 LA CPT. AL ZF R LE AL 3V R T2 31,
CT:ALZF o - FULHLZF 502004, CU: canitine uptake2 )L 252 b S 2R—%2—

2. B
FRNENBD THRRERRBERFETHY ., K TOHFERZ LV F LR « A7 U —= SRBRIFEHER Y
M HIE. CPT1 KIBIEITHI 300, 000 AR LT 141, CPT2 KRIBEITH 260, 000 HAEZR LT 1 FIOHEE &
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R S D, CACT KIBFEIZRMIETIEBM SIEMT2, LA L, FAERBHICSZRE TRE L T
T L. ZHICES TORVERDFETEE TER,

3. ERRRRE .

BN =F CEIERFEOIE UER S LT, BREE - A, RN, BEEHRIAE. REREMRR. R
AHET o R—v 2 FFEREREEICMZ . FlEE~DENEE. N2 O ME - &7 F o MHELEE - &
T U= ME, BHIMET. DER SERIZZIEICDZ B,

CPT1 KIBSE & . CPT2 KIBSE - CACT KIBIEIZ T TRE#ET 5,

CPT1 KHBJE ¥

V=N F NPT NN F o DERBEESND D, MPT7 U —IN=F U REE L, B
=FUEBELEE~BEERNT S,
O3 SEATEY

BUTFATA AT V== R FIRENICRIEE IIREZE DO TRERE TRR S 5 EBIEROEH
EEND, UTOEDREANIHESNDETOEENRNEL T 5,
@ FrERHRER

FAERBICTT VW hA, SHiEE. IPREER P TAMRE L, FLWMRILERE 7 v T =7 M, Frobm
ROERREEETT, '
@FLIRHFEAERY

AR REBIR I (K7 b PR IBEE & & BT Reye BHEMREE L L TRIET 5, BERIENIETIZORN S
FEFIH B 5,

FEHUGET., ELELEDT. FFECOFEER . PHIECEMIEIIBREERALNDIEMNRD 5, ¥
ERMEEEL 2T HEMNLH D Y,

CPT2 KIBJE. CACT KIBJE ”
INBET VN AN=TF U DEREI =T OBRABEEIN TV A TLD, M ERED LV =F I3ERE

LB, 7P, CPT2 KIBJEIX., RAEF#, BAMSE. HEERSICLY ZRBICSEINTER Y,

@ FEFE
BUT AR A7 V=m0 IR0 FENIZRIES UIREE 2 CEERE TR R S 15 ER O REH)
MNEEND, UUTOLEORNISEIND ETOEENRIELET 5,

@ #FAERMRER (CPT2 KIBSE  OMIM#608836 (ZHHY)
FARCT WA, BEREE, MRES, DAL CTRERE L, F LWRMLESE T V=7 mAE.,
FreefifEsR o FR . @ CK ME, DiER EE2 &7, LRHEHOBIEERE, REREC EEIEE
72 EORERDOIFER E LTHREDOND Z LBV, EREFH (NEE., ENER 2 EONEFE,
ERMERFRE . FAKL, 2/0ME) 2 ENBOONDEZ E83HB 7,

@ HHEFIER (CPT2 KIBE  OMIM#600649 [ZFHY)
£ < ITILEHNC, BRCERMONMEIBICAREREL., BEEEZRVETZLLH S 9 SO
FERIZ. FEAMET, SMERERR/ T 1 BOEBERARRIE, BER L TH D, BMHIOMAERR L LTiL, 9
N CHRDEERE, &7 =T E, FFENERSE. CK &ERERLLND, FFIEXK (BIF) %2R
T EREN, BIEFERBEOGEEZTTIELH 5,
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@ EZA (CPT2 K4BAE  OMIM#255110 (ZHH )
FIERE, FEDDVIIRALREIC, BROLEMHRAE, b LUIHHE. IFTF—REDERE
245, MRHRBECHEIND Z E083EN 1Y, ZOMIZ HEITT 2 IERE - JLRALLE & L TR
FET HH], BIER L RENRA: ECRET 20055, BIERIEIA /e eV REMDELVE CK MUIE
ERODHIENRH D, & EFITHAGRREICHE, REBRE, FRAE, RERR EOEERAGIEL
Bl tbd b, FEECRMELET 2 D2V, BIEOHR L, EBARMIEETH I, &K
e PR, BEG. REFE, B (OTERL AT TaTor ST aBiRd) RELBIERIT,
FERRICIE, FERFERECMME DN - B E RO A EA L H DD, IBERNEIDOHRDZ EHE N7,

4. DUTEYE
DO MmHhL=F Al ;
MV =F A TEEPRMFR 2 I XV EBR A LN D, £FmOFEHEE LTiL, EREI LV =F
45.6+11.0pmol/L, 7 LV B v =F 1 16.247.6pmol/L, 7 v/ #aH N =F b 26.0£10.0% [fMIF ; /NENE 37
(#F)) ,p237, 2005) THAH,
MEIN=F AECERE 2R EEOBBOBNER 2 1RT, —RIZmFP 7 U —h=F 1B, 20umol/L
PUFEIE, 70umol/L LA ED & 2T LN =F REREFIEN H 5 FTEetEd Emv,
CPT1 KABAE
7 V=B =F 0 Toumol/L L EHiLIE, CPT1 REEELE 25D, ZOBIIMENHE L CTHERTHZ &n
2Enhd,

CPT2 K#B%iE, CACT RIEJE

TV —HN=F U NMEET, TN =F U REEOEETE (20umol/L BA L), CPT2 K#BJE, CACT K18
fE, SHEIRIHEE B BMLBEIE 2R LT INAIN=F U OEREB 25, H% CPT2 KBTI, P L=F
ENREFEZTRTLOLEHADT, LEISLTHREST VAT N=F Ui 8 %2175,

@ TINAN=FUGHT (BT A v R) (RER) (%),
CPT1 KHBJE

RN TOT VN B NV=F o GFIC T, WAV =F (COD LH L BT v =51 (Cl6, C18)DJE
(CONCL6+C18)>100 TR 5) M bhsd VW, WA TIERHEOIAL=F LV RE < HSLT WO T, (TH
PRELTHERT DO ENEE LY,
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