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2. RERANZR 189864, RYHAMNEAEASLZED FRE
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2L BE By BH W = 88 0 B SR AN A R E A

AbEREEA A 20002 2 A 3 8. ¥3EEH PCT/US00/03022
(BR¥#HFTH 00805769.0) . ROALARA “&-LBISH B b =&
HEFRAALANRE DA HFiFH2ERF,

FA AR

AL AT BEFRIEAREDE B RA LA,
FEHRR

e BB ERENFATREELA, R HBLEAZRPEMALE
B, BHBRRBTASEETLTRIRTRBR/ZSALY, EXHH
FEAMAETFAT (AR TRAKRBILATESE)FRAM., XEF
HEARACEHSIERK ., KboiEE, LK. EXBABEF AR
TR AR/ BABENTFERF. LABRERBHERABARES
FERTFRAT, AL T REBIWHBRAH AL ETRRLAERLH
PEEE., FAFRELEEARFIKTFRE, X FREFTE RERM
REABRKNSHRITRA, A BATBHEARBBIRL, &-TFKR
RHBRT FRRBH TR, ZEEFEBEKTHAT T LEEERE,

baFa g B B o 4o T M &

R-CH,~CH,~COOH

A R EATRE. FASFEWRHWIEEGRARGYBE N R
Fofe RiAFBEE R TH. X+ FHRARIOHME R A AZAE (16 2;
Coo) FobE BEBR (18 3%; Cip) . KRR BB HER (12-14 8K C. £ C)
FoRkERHR (KRS 28 8; COMHERD. FJTF IONERTHEHR
EhHREEF LF AL, SISPGRIEELS 32%d 8 (Rief Cu).

2 15%FARER (Co) « 29 20% A A2BR (C.) . 15%AEMEAR (Cu) « 29 6% A
B (Ch) « Fofh 10%49 4-10 3% (C.—C.,) W IR B .

R —REREREREANBEEHRKRES X 24 4 2 6 &
(Ci~Co). P4 8 £ 148 (C,—C) . K44 16 £ 18 8% (C,,—Cy,) FutB K 4% 20
% 28 B (C,—Cu) .

PR MM F kI EMOEBERT R RP-AAL. I E 1
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i, KBEBHRAZRBRYBEBRENMAE T TFTHRE QSRS
ZFOBLIFBEHERPER. YBFMEIREKRIIEN, £46K
A(CoASH) S Bb4iBE A S BB A AT, MU BRI E H B A (558t
EAEEE AWM BRES, X BN ATP, ZABFABEHERASLBE
I(CPT DWHAAT, BBUBSLEWE A T ABEBAANZ. RE,
B AR RBT KRG AR, RS AR/ BA A B R
o, —LHALZER, EABEHERELSE [ICPTIDHAAET, &
BB EAABREH TE B BAEE A, ZXEAANEBRBHT Y, #
Bhptdd Bt A4 EE A LA, AER LafpBR AR T L — AR T,
Fobis B BL A SHEE A BLE, 3o, B-FiafetiBt s A, XH 2-K
KB -Cod, EHHABLEWE ABLABIRETRABARS A %
HRE, IPRABAME A BLASS (LCAD; C, % C) . FTHBEAME A
BLE.BF (MCAD; C, £ C,). 424 BLA MBS A BLAAE (SCAD; CiE C) A
BEABL AR A BLEASBS (VLCAD; Cu X Cu). RE, tha, p-FRiafoBt
E B A BB 1IN BR A M5 A KOBERATEHRAKEER. B L-3-
BABA-CoA, HBEEND-ERHEE PREFFHEL-3-BEABE
~CoA BLABS LI BT AR P-BAIRBLIL —CoA. E H 45 L-3-2 KB K -CoA
PLEBER AR T L-3-2ABACod MBREKE, FPké L-3-F48%E
~CoA B{. £.B% (LCHAD; C,, £ C..) 3454k L-3-% X Bt & —CoA Bl A BF (SCHAD;
C.ECy, MBKNGHEMEERK). £ 3-FABRA-CoA ARBHAL
F, BidAHE CoA M E AT HHREA, Kp-BAREBLA—Cod B3EAT
MR, BARFORBRENuBREFRPEE THEEBE-CART
Bt—CoA. HE >4, WALBHRYBEAERTHRERPBBER
~CoA, REEXRT A —ANREBKRGRY, BRAERETE—IMBA
BERETR, BRAEF-ABAARRTHRBALBME A QBB E.
EBEBHRXFTENEANATERN, BEREATBRESE A Y EXL
FRAAERT Y H il AR ARG AT RRT.

B BRABLCREEGEATRGEE X BRBKEHF QMR
., CEARABHREAMREGEERET AL X BBEMEAGEREA
(. APOERBABREEESG CPTIF 11; AR/ BEABSILE; £
K4k, f i fes5 48 B -CoA BLAES (£ 3] & VLCAD.MCAD F= SCAD); 2, 4-
B -CoA LR BE; Két - A BE-Cod BLABGBE A -
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CoA(LCHAD) 84t F4; ARLELA=ZFTHEESGMUPI&2, B W, &L
IT FPAEBLERE MCAD) 2 2 843657 F ik, {2k, ReBxEE ki
EXEANGE—FHEAFERSY, BELRFCHNGERERF
%, B, PEAR/BLARDBLEBEIHES—RERT, &
BAXAK, FELEFLAR LIt ST H k.

ARFREFLGERETEARGARWRR, AAALBRFHBHS
WALHE R S4B, Blde, A Sers R AR/ BEE N R85 R KB IEMF
BARMER (FLPAYBABHHRE) T EFEANLBFELT, &
BHAMEREFREANR. HHERLSBREEF TR B =BAL
ERSLBR By B AR MRS R, BRETHRBHROHRMRTE R NR/BE A
Biasg, BAT PHRBHRE A GREAZEER. Bk, FETHR
LB F 58, R F-2F MBS KT b 4R A B Y =B (MCT) (4w
84%Cs. 8%Csfv 8%Cic), Pl AL BLBMER. RAEARX LR
FRET, BRI A LT,

BT L8 OANARBRTFHAFBE®B; C) I, THEREFRERE
EHHMFHHBETEEY. OBXBTEESRYTEHEBRTH
HEZB, RAAMRS T THOBHRARFATFHERSR, £k
S BHEFRERTLRNETT OE C A ais el b =me fitbik
JE(0dle %, 1991, “$fA4FsrPabdm =My A: BErFHe
BT RGEKkFAGEAL/RKAFBRAH", T Nutr 121:
605-614; Lin, X%, 1996, “ZMEBR A BN AT EYFaie T
BMAFEp fit) & F4%”, Biochem J 318: 235-240; & Odle,
T. 1997, “8f 4 JLat abH i Z B H R GBI AR AR GME”,
T Nutr 127: 1061-1067). eAZA XK RO 48R -T40
R AR (C). NBE C)MERBCIEIRAFEEANEAY TR
M (Sugden ¥, 1984, “FHBHBRAZRS XA @R P o RK#”,
Biochem Int'l 8: 61-67). AKX A +# % T HMiFiee -+t
BB (Cor) ¥ RAAER (Boyer ¥, 1970, “1-"C F#Ao 1-°C +-Lmth
FERM?, Lipids 4: 615-617).

EAERFERF, C, C C. Gy Code Co LB ATFHRA. Sk
LKA, ENEARTIAUT AEAERENCECTEBEHRE W
Z 8 Ci/Cot b Z B RA B A4k R BALE B (0dle ¥, 1992, “A} &
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Sl R A R IEN S A F F RS AT [1-C F AR B8 &
R ", T Nutr 122: 2183-2189; #= O0dle ¥, 1989, “&f & 4Tt
VBB AA: 1. ABEEX 2 AABEFFHER-TH&Y
MEZBH RS R MW R RFRGHEAY, T Anina Sci 67:
3340-3351) . MEILM +—MH & =8 (triundecanoin) (4a#= Cu)
HXRARKGERMASFEFERAOBEAF (Anderson ¥, 1975,
“dh, B FEMHE S =88 (trinonanoin) EERA AR F iR 4
FBR A AR AR, T Nutr 105: 185-189), MU S =8 (C) kit
HMERMILREN KB RNEREE BB RE A AT EHR
(Linseisen ¥, 1993, “HA AT HKEBAERD T HITHERT+
4 sh = 8% (trinonanoin): M REANBHRMAESYH”, T
Parenteral and Bnteral Nutr 17: 522-528). E3RF44aif 7-8
B EREB (C)HHWERARY = RERMNA TRLEANR, A&
M FURATFTENSTFHAETAAFNEBCHREL Y B4R
F., 2R, BALEEFZREAPVAKRLLBER TR RALTLHIE
s ARK AT G FRAL.

REZBEFERBFLATAENRBTL, &30 2B RARH
B, TARALLBETFHBER(C), PERBGERBLBELIR.
B BAMEIBERIATERGELTAASCER THER, iE
BERFe /B A a8 (R =) YT RGEERE. TF
g FEREOEEZLTUFE T EERTFIRER S b = dF ey
A.

ERAE

—F @, AEBREAERXSH-CBE T Iad08 B &) & A4 LA .
RAFAEPYHLHERETREREERR, SER-TFRHRTARY
MR AR, K4 ERB, AR ARBH B4R R E RN
Hh= B, REAXAZX—-FTEORETERAAN. HERLRETF
PR B A £ 0 89 SRR FRE B 25%4h SRR,

F—FH, AEARSLBERTFRERHFZDHN. BTRELY
W-EER TR REERMR, HLERTFRERBFRTUATHZRE X,
RS E R, ARARSEA B4R GRERA N & = F B8R,
RELPHRX—FTERTARETAS. KEBHANTA R ERE
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%,

FEH@, AXMVRARETLHEGELEMNBH XRL/HEH R A,
AELEREV—FHRBFAGEZRBELHTMER, P HLEHHAA
PAEXBRIBHER., RBEFALTATLEGBERAHFRB, #b,
B AR B 1. ABREEBEEEEE 11. AS/EBEARS
ls, BEEABRE-CoA HABH SHEHBX., HMKEBRE-CoA HAHK
Bk BEER, REEBREA-CoA MABYMATEX. AbEk=FR
O, X8 L-3-ZH-B A -CoA AR fEERIIE-CoA BAKF
B, ATALPHLERTHEBERZERR. Sb L& R THE BT
AHH X, AR E RS, ARARPAEERAGRAR
B H B EBRE, RAANX—FTamTRZRAMNG. ZHDHHH
TR RXERELY.

Fwuid@, AAURSALERTEBHERAZMBREGEH L4
M, AFPHANRAEAZF —HRBRFTAAERERERGELR
RFARXEAERD. RBEFATATL AR BRAHHB, B,
AR BE 1. ABGHEBRASEE 1. AR/SEAARS
By, MEABRE-Cod BLAHW SEHBX. MKAEBK-CoA BLAK
ikl X, MEEBRE-CoA RABAMABX., ZREKZFTHRE
G, k4 L-3-BE-BE -CoA BABMEEBRI -Cod MAMKFH
B, BTFAXRHCHRTRBBRRAEELER, X RTRERT
AH B ZBHXER AL EAR. ARUARBEASHENGRER
B HZERE, AAXVHATEREIRAMNG., ZHDHANTAR
oRAXFEMELEH,

FE7@, AXPARLSEBERTHEREMANERGAR G BRK
Brmey R, BTAXVHLERT BRI ERER. WEERRT
BB BR ST A A H il Z BE X34, A S EER., AR ARBA S
AAORERER Y S EBE, KAXAX—-FTaM T LA,
Rk CHERLETHEBERAEZ A EALNEFRE 25%69 REILALL.

ExH@, AAPBRAGXCBER TR EHRALAMNEARNHR
BHhEREGORAE. BTFARRY LBERTRBZEER. LR
FRHETAAH B BB RS, KAEASEER. AZARBKAL
RO RERBAET M ZFBR, AL BEX—-—FTEARMTARA
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Feg, RAKREBERTFEBERAZFLG ERALNEFTEL 25%649 K
)& 2

BLi @, AXVURRLENBOGHHNIEREZ KRBT
L BARBABFERGRARZ, ATHABHANFTLEAERRTER
B, KBFATAZLABERAMER, Hlie, ABRIERASREES
B I ABisEsARSE 1. AR/ RASBA%s. RKERE
~CoA MABHSHEHX., HKEBRL-CoA BABHKAEHLX, &
¥EBA-CoA MABHMALX., ZEAZFTRESGR. K& L-3-
PR -BE-CA MAHMESABE -CAMABEHE. ATALXAY
LHERTHBRGBRREER. WEERTRHEETALXHHZBER
B, KASELR, AR ARBLA BN GR BRI &= KR,
REAZMX—FTEMERRAHNG. KAREERTHERAES
4 ERA AR EF B L 25%4) R B4,

FATE, AEARRERGELRDEENT &, AfeEhas
P MALBERTERE. ATAXVHLERTHRERZEER.
EERTFRERTAAE S BB, KRS EER. ARA
BREAZERAORERER G B _ERE, AL BX—FTa@RERL
RAMG., Kaeh o RAEBELR.

BhiE, AXAPVRASXBRETHRBBROETRAANETEAR
EV—ARMEFANOELOT . REFLTATEABHRRHE
B, Wi, ABERAGEEAELBEI. ABiZRASEEAEBE I1. A8
JEBRE B B A4, KA B -CoA BLABEA S IETE X K48 K -CoA
WA B i X, REEBL-CoA MEBMYMATL X, EEKZFE
REGHR. K& L-3-FE-BE -CoA BLAE A48 CoA BLEABF
B, ATAREZPELCERFEBRZERR. bR TRR T
AH BRI, KA ERAR. AAARBABFRNGRER
WHHZEBRE, RALXMX—FTaAmETLRAMNY., KRR LRET
BEBRAEVREH LM EFRE 25%9 R EmA,

Bt @, AXPRABILEBEZEAL LERTRBY RN T A
RSB E RS T E. BRTALZPG L8R T &L E
B, WEEBETFEBBRTAALEHZBHBAEH], KELSEER.
ARURBAHEZERNAORERPER T B = ERE, RAXHEX -
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FTERERAREANG., Kb bERFRBERAUARB{ES S EHELE
34 2 25%4 B Am .

FEBRBHBERAFETRAEH 4T

CRER TR RAMNESET AR EKFTESLL BB RAMY
EV—HBREZMBEROALEFFAGSERBTROEAR |

AeEBHERFRELE:

AP AR EHBZ AR ARSE I,

EPAEEHEZ ARBMBRENSES 1.

X R EH B W/ B R P AL B,

AP EHez kel - CoA AR SR,

LPHREFBZBRMEBE - CoA PLEABFIGIKAbER

R PR EHsezREBRE - CoA RAMYMAR,

AT R EF I REA=FTHED.

AP A KkaLl-3-BERE - Cod LA,

AP se it - Co BLABE.

AE\LRBETRATHERARAFE:

LCBAETFRERAMNEEF ARG AL E SN DIEREGET
ARBERANBH S EWHER .

CERTFRBEBRASER AL CRAREH G ERAGET
ARBRRAGEH S BYGER |

CBRATREREAMNSRATFENAE KR ENHETAREAY
B ARG ER .

CEETFRBRAMNELALRS B ERGETARRAGS
WFEAER .

FERER, ARAERBTATHEAFTR:

R AR R EEBREITED.

Lb MRS ERBRGT R ZBERATAEY.

EPddd AR HSTAd.

AERAERB/T —F A4, LI

EETFTAERBSALBILGHREBERAN G, L4F LR
BRI, MFELBRTFRERONESAEANELEIFRENE
B9 % 15%E 40%49-FB 2.
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FEECREBEARAFETAE:
AP EALRANEHEI FRENENLY 20%E 35%8F%

WEAMEALSAE T, FRAGEREH.

282 iE 4 Ak M IR R &4 SR ek H.

A PR BB TRABEERER.,

AP ITREBRRFIRBBRGH X AL IEFKER G H b =85,

Mo A LB R TR Y X2 RREH =88,

AP RALERTFRRLH - FTRATEBRE. -FLTHR
B, 3-BA-4-FTROURE., S-TRATEE. S-FTELHBRESR -5
E-5-F KBS,

P B Ry i

B, HRKEBHRYGEEAP-FAERE, AT TENHELG
FoBE AR FET, AT ER DL ET.

B2, #HRERRGEEARP-RAER, AT TEEZNHEZ G55
R F A7, BTG ALEERBRARXEET.

B 3A. REM DI-Cl6 (16—"H— BB X BN R A hmpey &
RE#D, RHEBRFHAEATEBLHHERYGATILE. £BH
A 99FB H9EF4K (e R-F & &) = MCA 48 ).

B 3B # F DI-CT(T-"H~ R B) R B R S miot SRR #
B, RSB EBMNREGEATESLBERYARTILE. &
RS h: 99FB #4984k (B R-F & &) A= MCA K3,

B 4A. #HiAA D3-Cl6 CH~ 4B E-C) A FEe) LB mied) $ 3
R#ER. $EaRFALHEASEHLHERGEIL, AALHAE
WAE A BREWGATHEIL, TRAREHD: 9IIFB #¥&K (EF
& &) o MCA #£.3).

B 4B. 3R A D3-CT(7T-"H:— R EBLEE) 4 H 84 3 4 i o) 3 BR R 4
B, FESRFABHNLHER S EBSBEBGMBIL, LN
AR JAF BBREMATEIL, TBRAKND: 99FB 64K (BRERF
% &) fo MCA £ 7). '

B SA. #HRA DI-CT(T-H-RRB)ABEHEE RS @MY ER
B, FBAKA: 99FB 4K (R F & &) fo MCAIER. B 5A-

10
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5CF/REBE PIARE n/z 420, 3 CH-AFMMEB~C16) . m/z 308. 2 CHe-
FEE-C8) . n/z 269. 1 CH-F RABM-C5)H n/z 237. 0 CH:~H BB
-C3), E¥o/z 2R, £a/z 291 & éhdkF D3-CT (7B
B). £ mn/z 235 369 A7 D3-C3B-"H-ABLES), HHBERETRE
Ryt &

M SB. JBEA DI-C7 (7-H-~BMER) KRB RS Smibeh &
FR#E., REREEFHERTARAFPBERSET (CPT 1) £RE
¥, TRREN: IFBH-H4k (REFHEE)RMCAR., £ a/z291
KW E T DI-CT(T-"H— R ML) . £ m/z 235 0 5L éysk k5 D3-

11
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C3(3-"H-A B E), HHERTHBOLE.

B 5C. ##EADI-CT(T-"H- R RE) LB R L hmib ey $RF
#EE., RS E@RFTOEABEMERGILE. THEHN: 99FB
GEk (R RF & &) MCARKRR., & n/z 291 & 6§4 &+ D3-CT(7-
H- B 8 B5). £ w/z 235 4 69% & 7 D3-C3(3-"H- AR &), FHHE
RTHBHEE,

B 5D. #¥E A D3-CT(T-"H- R BB R B RF EmBG FHRK
#EE., RAEmEFOEANBIEHBAL B8 TI(CPT I1)5KBH
LE. S8 5HHA: 99FB B4 (B RF & &) MCA4E R . B 5D-5F
PREBG AL n/z 420. 4CH—45 B 8 B5-C16) . m/z 308. 3 CHs-
FEHE-C8). m/z 269. 2(CH~F KB E-C5)Fo m/z 237. 1 CH~ B8R &
-C3). £ m/z 291.1 & &% % 7 D3-CT(T-"H,- B BE &), & n/z 235
48k 7 D3-C3I(3-"H-A M E), TRERTHRHLL,

B 5E. #& A D3-CT(T-'H- R BE) A HEGRA LM $BR
ER. R 2R T ORARKEBRE CA HRABRY“SRE"HBX
(VLCAD-C)5: Ko s ILE. B AKD: 99FB (9 F KR (R T & E)
MCA 3£ 3. £ m/z 291 & &% % F D3-C7(7-H,— B B B%) . /£ m/z 235. 1
#i % 7 D3-C3I(3-"H-RBE), TRBRTHBHLE.

B 5F, #E A DI-CT(T-"H- R RE) B RTF MG SRR
ER., R LmBRFOEARKEBRE-Cod ARG KLEH X
(VLCAD-H) 8: R 6 JL&. SR AKA: 99FB B AR (R T X&) #
MCA #ER. & m/z 291.4 & &3k %+ D3-CT(T-"Ho— k% 8). £ n/z
235.1 & 69% % 7 DI-C3(3-"H-AME), THERTRBOLE.

B 56. MER DI-CT(T-"H- B &) BARF Rmlots $HA
#EH., R44mBFHERALXEKR=F#%%K4G (TRIFUNCTIONAL) 5 &
ILE. B AR 99FB &gk (B BT X &) fo MCA4E R, B 56-51
b E RN RIEE n/z 420. 3CH— 45 B -C16) . n/z 308. 1 CHe-
FBE-C8). m/z 269. 0(CH~J KB B -C5) o m/z 237. 2 (CH:— & 8 B
-C3). f m/z 291 &K & DI-CT(T-"H:- B BLES). 4 w/z 235.1
2 tgi ki  D3-C3(3-"H,-BRE), FTHBERFEMAHLL,

B 5H. & A D3-CT(T-"H,~ e B8R 85 ) &b 3 69 AR, &F 4 tm L 0 & BT
#H. RHLuRFAEARSE L-3-ZA -8 A -CoA £ % (LCHAD)

12
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B ILE. TR AHA: 99FB 894Kk (B BT & &) M MCA 3.
A m/z 291.1 & 69 &+ D3-CT(T-"H— e B B5). 7 m/z 235.1 44
%% % D3-C3(3-"H~AME), FHBERTHMGLE.

B 5I. %A DI-CT(T-"Ho- B BRES) X B R e mIe ey $ KR
EEH. R4 %mBF e P4sA-CoA B A B (MCAD) 5 % 45 )L
¥. EBAHK: 99FB 9B (e RF & &) A MCA R, & n/z 291. 2
&% 7 D3-CT(T-*Ho- kB &). 4 m/z 235 &% % 7 D3-C3 (3~°Hs-
ARE), THERTHBGLEL.

B 5], %A DI-CT(T-"H- B E) R EH R LW F KA
#EB. RS mRBAEAEEBE-CoA M8 (SCAD) B R &9 )L
. FBAHA: 99FB 5K (B BT &) AF MCA K. B 5J-5L
b EEEGARRE n/z 420, 4CH- 4% 5 -C16) . w/z 308. 0 CHs-
¥ #8-C8). m/z 269.2(CH—F KM &-C5) # n/z 237 (CH—" B & -
c3). 4 m/z 291.1 #9% %+ D3-CT(T-*H,— B % &). £ mn/z 235.1
gk % 7 D3-C3I(3-"H- A E), THRERTHHGLE.

B 5K. %8 D3-CT(T-"H— R B B5) R B oG R4 e tm e 6§ & B
EEH. AALMRBFEEALCTRESEE RS Q BLAH 2 (ETF-DH
BEYRBHILE., EBAKA: 99FB AR (AETFRE)FAMCAR
£, f£n/z 291.3 &% &7 D3-CT(T-"H— &R E).

B 5L. #E A DI-CT(T-"H-EBRE) R BGRHEMILY $ KA
EH R LR FOEALTHBE TR G Q B A8 ™% (EFT-DH
EE)RBYILE, RBAHA: O9FB Ak (BT X&) MCAK
#. £ n/z 291.3 9% % 7 DI-C7T(T-"H:- LR B8) .

B 6A. #EA D3-C8(8—"H:-FME) M HYEF R LM F
BRER. EBAHKA: 9IFB B9k (e RT R &) MCA K. A
6A-6C T HiE B Nk AE n/z 420 4CH— 4% 48 B 8 -C16) . m/z
308. 3 (*He~ ¥ B B —C8) . m/z 269.2(Hs— % K 8 & —C5) # m/z
237.1CH-%& B 85-C3). £ m/z 305.3 &3% % F D3-C8(8-"Hi-F &
).

B 6B. 3% A D3-C8(B-"H,—Fa i) LB R miethd % B
#H. RS ERGFHEAAREABREHBE T(CPT DKL
F. 5B AHH O9FB M B (e BT X&) MCA K. £ n/2 305.0

13



200810125128. 5 oM P E12/24m

4 & 7 D3-C8 (8-"H:—F B 55) .

B 6C. ##& M D3-C8(B—"H:—FMBE) RAM R Moy $ KR
EE., RASERBFEEABLEERBGILE. FBSHA: 99FB
GHEK (B FEH)HMCAER. £ n/z 305.3 #9% % = D3-C8(8-
‘Ho—F BRB8).

B 6D. #EM DI-C8B-"H-FME) X BGRLT LWL $ KA
#E. RYgmefat AR iases II(CPT ID&KH
LE. THAKA: 99FB 9Bk (e R-F & &) 4 MCAIKR . B 6D-6F
bEEEGRAEE n/z 420. 3 CH— % 8 -C16). m/z 308. 3 (H:-
% 8-C8). n/z 269.2CH—5 X #&-C5)F n/z 237.2(H- A R &
~C3). £ m/z 305.3 #% & 7 D3-C8 (8—"Hi~F M B5).

B 6E. & D3-C8(8-"H,~ FEE) R MG AL LML) $HA
EH., RAABEEAEARKEBRE-CoA ARG E"E X
(VLCAD-C) 5t Rstg )L &. ZR A A : 99FB &9 Bk (R T R &K)H
MCA 3 #. & m/z 305.3 699% % + D3-C8 (8~"H;—F M &%) .

B 6F. % /A D3-C8(8-"H:~F BB A E A M A MM $ KA
EE. RAemrReEARKEEBE-CoA BARWH L nE”H X
(VLCAD-H) 8: s )L &. TB A KA : 99FB 69 F KR (RETXEH)F
MCA 33 . £ m/z 305.3 t9% % % D3-C8(8-"H,~F ER &%) .

B 6G. &M DI-C8(8—"H,-FMB) B R AL $HR
EEH. RA%wmeEa A KBk =F#%¢a (TRIFUNCTIONAL) 8 &
BILE. SR AKH: 9IFB AR (B BT X&) A MCAK R, B 66-61
d ik E e RARE n/z 420.5CH— 45 M B 8 -C16) . m/z 308. 3 (Hs
F 8 E-C8). m/z 269.2 CHo—F KB & -C5)#= n/z 237. 2CH—~ AR &
-C3). /& m/z 305.3 #99% % 7 D3-C8 (8—"H~F B2 &%) .

B 6H. 3E M D3-C8(8—"HeFME) L EH R LMIE $RR
EH. RFRmBEH &N K4 L-3-%% -84 -CoA B £ & (LCHAD)
BereILE. RERASHA: 99FB g Ek (B RTF & &) F MCA K&
£ m/z 305 89% % 7+ D3-C8 (8—"H.—F M &5).

B 61. 5% D3-C8 (8-"H-F B &) R M ey M L ot & B
EH. R4 mBBaEA Paskt-CoA B A B (MCAD) 5 R ¢ JL
F. LB 5 A: 99FB M4k (B B -F % &) MCA 3£ 3. £ n/z 305. 2
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89 % 7 D3-C8 (8—"H,~F R &) .

B 6]. #XM DI-C8(B—"H-FHB)REARTEMBEHFER
EE, RYSMmBITH EAEHEBE-CoA BLA S (SCAD) $: B85 IL &,
FBHAEEN: 99FB B4k (e RTZ&H)F MCA KX P . B 6J-6L ¥/
#E B NFL n/z 420. 4 CH- 42K B -C16) . m/z 308. 1 CH~F R &
—C8). m/z 269.2(CH~F KB & -C5) fo m/z 237 CH,— R B & ~C3). £&
m/z 305. 0 &% & 7 D3-C8(8—"H,—F BL &%) .

B 6K, ##& M DI-C8B—"H-—FEREBLEARL EMPEN FERA
EH. ARG LR FEZACTHB L LK G Q BLAKE K (EFT-DH
BEYREROILE., ZBRARKA: 99FBHFK (B RFREK)F MCAK
#. /£ w/z 305.2 #93% & F D3-C8(8~"H,—F AR &%) .

B 6L. #EM D3-C8(B—"H,~F BB A BM RSN PHER
#EH., REgmeFaEALTFHSREE G Q0 LA =€ (EFT-DH
EE)SEBHILE., TBAHKE: 99FB MK (R -F &&) M NCA K
@M. £ n/z 305.3 #53% % F D3-C8(8-"H,~F B &%) .

B TA. $3%XJ D3-CO(9-"H,~FBEBS) L B iEF R S i) §
BRER, TBAMKA: 99FB eI BAR (B RTX&K)H MCA 2. B
TA-7C P E#E B G AFE n/z 420.4CH-4 48 8 & -C16) . n/z
308. 2 (CHe—- 3F % %5 —C8) . m/z 269.2(H— 4 X B & —C5) #» w/z
237.3CH~ R B & -C3). £ m/z319.3 #h¥ %+ D3-CO(9-H,- L&
i) .

B 7B, #¥% A D3-CO9"H~EME) R BRI L MMEN $ KR
. RO %ERGAEAAREARELLSE I(CPT DEBAL
F. FRAHA: 99FB BBk (P RF & k) A MCA 3K ®. 4 n/2319. 3
8% & 7 D3-C9 (9—"H,—~ L B #5) .

B 7C. #}E M D3-CO(9"H -+ BB BN R A E Mty $HA
HE. A4 AmRFOEABEERBYILE. EBAKh: 99FB
AR (RBEFEE)PMCAER. £ n/2319. 3 6% & -+ D3-C9 (9-"H,-
ERE).

B 7D, XM D3-CO(9-"H,- L BB LB R T E MM PBHR
#EHE., R AEBRFEANBAEERLEBE 1T (CPTID H£BHIL
F. EBAHKA: 99FB 9K (AT X &K)H MCA IER. B TD-TF
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FREBWYAFE n/z 420.5CH-4 4% 8-C16). n/z 308.3(H-
FRE-C8). n/z 269.3(CH—J+ X B 8 ~-C5) f n/z 237. 1 CH;- % & &
~C3). £ m/z319. 3 &% £ 7 D3-C9 (9-"H,:- L B &%) .

B T7E. MAEMADI-COO-"H- LB AR RG SmE s R
B, R4 FaEFRKEBL-Cod ARG T X
(VLCAD-C) e 66§l &. TR AHA: 99FB 9 BAK (MERFEHK)H
MCA K&, £ m/z319.3 69% &+ D3-C9 (9-"H:-E B2 8%) .

B TF. #&£ A D3-CO(9-"H-FRE)A B R A AMEE B
EE., R bweF o EARKEBE-Cod B AKGIKaiE"E X
(VLCAD-H) 5k e85 L%, £% 5 ¥ A : 99FB 9B AR (BT EH)#
MCA4E® ., 4 m/2319. 3 #§% % 7 D3-C9 (9-"H,— £ 85 8% ) .

B 76. #&EADI-CIO-"H-F+ME) B R A BB $RIK
#HE. RATEABTAERZBLK=F %9 (TRIFUNCTIONAL) 5t K&
ILE. RSB : 99FB R (R TR H)FMCAER. B 76-71
bR E RS AFEE n/z 4205 CH-AE 8B B5-C16) . n/z 308. 2 CHs-
FHE-C8). m/z 269. 3 CH—F KB B -C5) & n/z 237. 2 CH,- % B &%
-C3). £ m/2319. 3 #9% % & D3-CY (9-"H,—F BL &%) .

B TH. #2R A D3-CO9-"H+ME) R BH RS Embh SR
#EE., RS WmEEaEAXH L-3-2 £ -8B 1 -CoA Bt 4.5 (LCHAD)
BeRILE. FBAMKD: 99FB B4k (B R-TF &%) F MCA M.
£ m/z319. 2 #5% % 7~ D3-C9(9-"H.-F B &%) .

B 71, #FE A DI-CIOO-"H-EME) X HEH KRG LB EBR
EEH., RGBT AEA P& BL-CoA B A (MCAD) 5 1% 65 JL
. RBAHA: 99FB K F4 (R FE &) H MCAER. £ n/2319.0
8% & & D3-C9(9-"H,-F B &) .

B 7]. ¥#E A DI-CIO-"H-EHE) X RO R G Mty SHE
EH, RS %mEFEEAEHBL-CoA B & 8 (SCAD) 21 4 L
¥, FHSAKH: 99FB K (e BFR-E)M MCA #Eal. B 7J-7L
PRERGNIFE n/z 420. 4CH- B8 B -C16). m/z 308. 2 CHs-
F R B-C8). m/z 269.3(CH~J KB B -C5) = m/z 237. 0 CH:— % BR &%
-C3). 4 m/2319. 3 #9% % & D3-C9 (9-"H\~ £ B 85) . |

B 7K. #EMD3I-CO-"H BB FHRLA LBy SHHGE
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. RA%mEFaEALTHBREE G Q BLAKEZE (EFT-DH
BEYSRRBHILE., 2BRAKY:. 99FBMBER (R TFEH)AMCAK
®. J£ m/z319.3 &% K& 7 D3-CO(9—"H,~ L3R &%) .

B 7L, #& A D3-CO(9"H LB E) AR R EMIEEG F KA
EH. Rafmpif AR TSR F %G Q BLAK ™% (EFT-DH
EEYVRRBGILE, TBAKD: FBAFHR (BRERFEE) MCAK
#. £ m/2319. 3 8% % 7 D3-C9(9-"H,—LBR B%).

B 8A. #i&E A D3-C12(12-°H,—F IR BR) R o) EF 4 e tm
e BREFAER. FRAMA . 99FB 9 FEAR (BT X &HE)F MCA K
®. B 8A-8C T HEEHAAE n/z 420. 4 CH~ £ B 8 -C16) . n/z
308. 1 (H,— ¥ % & -C8) . m/z 269.2(CH.~ 5+ X & % -C5) # n/z
237.0 (CH,— 7 B %5 -C3) . £ n/z361. 3 ¥9% % 7 D3-C12 (12-"H—+ =¥
RE).

B 8B. #i# A D3-Cl12(12-"H,—F+ BB L B R A M
PHAEE, R 42RFAEAABAZHSEHBE I(CPTD) K
ILE., RBAKA: 99FB E&K (B E-TERE)H MCA . 4k
m/z361. 3 69% % 7+ D3-C12 (12-"H,—+ =S BR 8%) .

B 8C. #&E M D3-C12(12-°H,—+ R E) X B R T hmBEH
SHAEER. RF4mRRAEABLERBHILE, ZTBHAHA:
O0FB #9 B4k (B B-F & &)F MCA M. £ n/z361.3 &% & F D3-
Cl2(12-H.—+ = &) .

B 8D. & A D3-Cl2(12-°H—T R B E) L ZH R f @Rt
SHAER. RS EEBFHEAARZRMBEAESE TI(CPT 1)
By ILE, FBAHKH: 99FB B4 (B BT X&) F MCA K@,
B 8D-8F ¥ AEBEGAIFLE n/z 420.5CH~AZ M &K B -C16). n/z
308. 3 CH— ¥ % % -C8) . m/z 269.2CH,~ 7+ X 8 & -C5) # n/z
237. 0 CH.~ % B 85 —-C3) . /& m/z361. 3 #9% % & D3—C12 (12-"H,—+ = %%
FRER) .

B 8E. 3 A D3-C12(12-"H,—F = b BR BR) X 2 84 A 4 St iR 0
EHGEER. R44mpFaEARKEABE-Cod HMARKG T IE?
7% X, (VLCAD-C) 8 R 85L&, S AN : 99FB e F4k (B RF X&)
Fo MCA #£®]. /& w/z361. 2 #5% & 7~ D3-C12 (12-"H,—+ =R &) .
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B 8F. #&E M D3-C12(12-"H,~ T+ =M &) L oy L S mfe vy
PHBER. RA L EKFE BEAR KA K -CoA Bl A B 69 “IK o 457
%X (VLCAD-H) $e Rawg L&, LB A : 99FB WK (R F &)
Fo MCA FE®. & m/z361.3 893 % 7 D3-C12 (12-"H,~+ = W BR &5 ) .

B 8G. X THA D3-Cl12(12-H—T+ R BREB)AEAR L a0
HPBERER. R4 FAIALAER=ZFRETE
(TRIFUNCTIONAL) $: R 65 )L &. E®AK N : 99FB 9 F K (R T X
F)A MCA#E®. B 86-81 ¥ REE Y AIFA n/z 420. 5 CH A8 B&
#-C16). m/z 308.3(CH—F B B -C8). m/z 269. 2 "Ho—J¢ JX BR &5 —C5)
Fam/z 237. 1 CH;- A B 85 —C3) . £ m/z361. 1 #9% %k & D3-C12 (12-°H,-
+ kBB .

B 8H. #3# A D3-C12(12-"H,—+ =R B BR) A A R A f m e 8%
PBHAER. R4 mBFaEake L-3-BE-BE-CoA HLARK
(LCHAD) $: R #9 L&, LB ARH A : 99FB W9 B4 (e BT &k &) MCA
HR. £ un/2361.4 69% K7 D3-C12 (12-"H,—+ = IR B &5) .

B 8I. #X M D3-Cl2(12-"H—+ B E) L B R4 Fmia )
PHAER. R LMMT B B A FE8A -CoA Bl 2B (MCAD) 8k F 19
LF., ZBAHMHA: 99FB M BAR (R FRE)F MCA N, £
m/z361. 4 ¥ & 7 D3-C12 (12-°H,—+ = 8 &) .

B 8]. HEM DI-Cl2(12-°H,~T KB E) L EA R L hmiy
PHAER. R %mbih B B4R -CoA BLEA B (SCAD) $: & ¥y
LE, EBAHA: 99FBFAK (BRETFRE)F MCAKR. B 8J-8L
b EEEY AEAE n/z 420. 2 CH-45 B B -C16). m/z 308. 2 CH—
FHE-C8). n/z 269.2CH~F XEE-C5)F m/z 237 (CH~ A RE-
C3). 4 m/z361.4 #% % F D3-C12(12-"H,—+ =k BR 8%) .

A 8K. #&E M D3-C12(12-"H,;-T B E) L B R L e
PHRAEEH. RAGaRFTARACTHEBEEERS QO KaABEE
(EFT-DH 2 E) 59L&, FTHRAHN: 99FB A&k (R F X&)
Fo MCA ZER . 4 m/2361. 4 #92% % % D3-C12(12-°H,—+ = BR &) .

B 8L. ##% M D3-C12(12-H,-+ R RE) X E R4 mieh
EHEFEH. R4 aRFaARALTESB N EES QO WAKB E
(EFT-DH €)% RBeyILE. FB LA 99FB 6954 (R T XH)
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2 MCA £ 3. £ m/z361. 3 694 % & D3-C12 (12-*H,—+ =L BR &) .

B 9A. #%& A D3-Cl6 (16—"H,~ MR E) L EHEFR L LB
MEBRFEER. TRAKA: 99FB &4k (P & F K &) Fo MCA 323,
B 9A-9C T AEB Y AL n/z 420. 4 (CH—4% 48 8 85 -C16) . m/z
308.2(H,— F B & —C8) . m/z 269.2(Ho— 5+ /X B B -C5) # m/z
237.1CH;- B R B —C3). f£ m/2z417. 0 #99% % = D3-C16 (16—"H,— 448 &
).

B 9B. &M D3-Cl6 (16— "H,~ MR E) R B RGF %miety
BRER. RAEmBF O EARBGEEEEAEBEE I(CPTI) B
L&, TRAEHA: 99FB 9 F K (R TR EF)H MCA KA. £
m/z417. 6 #9%% % 7 D3-C16 (16—"H;— 12 B &L &%) .

B 9C. &M D3-Cl6 (16—"H,~ MR E) L BRI SWBEN F
BRER. RE S FaEABLHELRBGILE. LB LA 99FB
BERMEFEER)P MCA . £ n/2417.4 5% % T D3-
C16 (16-"H,~ 4548 B &% ) .

B 9D, #&X A D3-C16 (16—"H,~ A8k B ) &L ey R e o &
BRRER. RALERFOEARNBAERSEELBE [T(CPTIDH#K
HILE. TR AR 99FB 974K (e BT &%) #= MCA K #l. B 9D-9F
b EEBRGANAE n/z 420. 4(CH-4E 4B B -C16). m/z 308. 2 CH,-
FRE-C8). m/z 269. 2 CH—F X B8 -C5)#» m/z 237.2 CH,~ R K&
~C3). 4£ mw/z417. 4 #3% % F D3-C16 (16—"H,~ 4= AR AL B ) .

B 9E. ##E M D3I-Cl6 (16-"H R E) R EG R Mty $
BEREE, RS0 BARKEBR-Cod B AW B X
(VLCAD-C) 5 B w9 L&, S35 2 : 99FB ® &4k (B BT & &) F MCA
R, £ n/z417.5 9% %k 7 D3-C16 (16-"H,— 4548 BR &%) .

B 9F. f¥ A D3-C16 (16-"H,~ A ARE) LB R A LMY §
BRRAER., RIEmRTHEABRKERIE-CoA B A A 6“0 4E”
7% X, (VLCAD-H) 8t Fawg )L & . LHAKND: 99FB 9 F 4k (B BT 2 &)
Fo MCA KA. 4 m/2417.5 69% £ F D3-C16 (16—"H,— 45 4R BR &%) .

B 9G. XA D3-C16 (16— "H,~ 5B E) X W R %mpn &
BRREE. RA%EmEMEHERALEKZFERESG (TRIFUNCTIONAL)
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BBeILE. TBARMKA: OIFB A (BETFEE)H MCA Eal.
B 96-9I T REBMALFE n/z 420.5CH-4 MK B -C16). n/z
308. 3 CHs~ ¥ 8 85 —C8) . m/z 269.2CH,— 3+ X B % —C5) # m/z
237. 0 CH;~ % B 85 -C3). 4 m/z417. 4 6% % & D3-C16 (16-"H,;~4% 4
o).

B OH., #3# A D3-C16(16-"H~ i B &%) R AR L WEH $
BAER. R 4w FHEAKE L-3-2A-BE-CoA HAHK
(LCHAD) $: F6 89 )L &. B ALK Y : 99FB A (R F & &) MCA
B, £ n/z417.4 9% % % D3-C16 (16-"H:-AE M AR &) .

B 9I. #ET A DI-CI6(16-"H— R MBRE) X EHRF L MmMEY
PRAHER. RABMBEHA A ER T HBIE-CoA A B MCAD) 8
ILE. ZBRLRHH: 99FB sk (R RF X&) MCA R, £
n/z417 #9% % & D3-C16 (16-"H;~ 4z +9 B2 B8) .

B 9J. #i A D3-C16 (16— "H- 3 MM 8) L B R St bh $
BRREER. R4 %miFaiAmsstt-CoA MEAH (SCAD) BB %
LE, FBRAHY: 99FB 64 (BT R&)F MCAER. B 9J-9L
PREBAARE n/z 420, 4CH- 42 B8R 8 -C16). m/z 308. (He-
FHE-C8). m/z 269. 1CH~F RBRE-C5)# n/z 237 (CH— A B B -
C3). 4 m/z417 #9% % 7 D3-C16 (16— H,— 4% 18 Bk 8% ) .

B 9K. #i& A D3-C16 (16-"H~ iz MM B R B M M o5 $
BREB. RHESRTARALTHBEEES Q0 LAMRE
(EFT-DHE2E)$:BtiILE. TBAKN: 99FB B (BT & &)
Fo MCA3E 3. £ m/2417.3 #59%% % 7 D3-C16 (16-"H— A % B) .

B OL. #¥E M DI-C16(16-"H~ MM E) LB R A LML &
BRRAER. RALARFOERALTHBEEES QO HAH~E
(EFT-DH P E) 5By IL . SHR¥HD: OFBHBA (BT EEH)
F2 MCA4E®. /& m/z417.3 699 & 7 D3-C16 (16-"H- A MM KS).

HAR TG X,

ROHARAACABRTC)NBPBRRAE Y BB REEE
AHZ,RBHERIANREAAFEESTHEGS, FAZ/MSLR
BALLE., AAiERABLAHE B8 (<CPT”)I # CPT II. B, LBE
ITREBRARGHH=ZBTATARE X L8N K®RAH®
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. &-EBRTHEBRSGERIANKB BN TR TETRERR
WE LA LB RMEL.

R CBRFEHBREERR. ERRAI0F Eo8-LERTH
B, k&M T:

CH:—-CH.~CH.-CH,~CH.~CH.-C00H

RBRH S =_BRAE AN ERI>FHdRita&8dd =58,
HAEFTRET, KERR. EREPFMRBRY M =Z8A T TR PT
LA, B, AABBRARLERBER. RBREBHORRHE D=8
EXFEPAGLER TGRS EH, ATEATHABEY, §
AEGUALLH, GRRAENFXBHEALR. BRY. Ko
A IBYERBRBALCBBHHNCER TR TAERI T ELAL
B HILTRRA.

REHH=ZBMAIBRHI A TFHEARFE D, oW 2w, £
F—ARRF, REFEHTEF LR T IREM N EKBE-Coi (C))
FoLBE-CoA(C) AR = fR5, EXBE-CoA £ MAHABE-CoA (Cy)
Fo LBEX-CoA (Co), EBHAMA Kreb RAHRAGEETFAATRA G TS
WAk, o, ABRA-CoA RWHMZ AN LAWK, TR, KB
ZMTARAES EM bR EH, 3T FZRILHEEANLA4
AN . RS ZBETAAFETF ZHILG L KREMBAH, o
AEBE R R I B bR BOLG EF A . sk, TR RECR
BRI ERA, BRIRKBEARALEANRR, KBS 8T
ARAFUBIEXECAEEFEOTFRARIBYBACHERG LT
A F.

REAELHEHEETEFL&HED T, FTRAIRHRBRETE
o AR, LTUAEER HERFEH AR T ALERLLSRER
(Ruhoff, Org Syn Coll. vol II, 315(1943)) . T ¥A ) Sigma
Chemicel Co. (St. Louis, MO) & M.

BB i = B VT 04 i i AR AT A AR & e 4 5 X365 B e i B 4L
3. ki sk =84 T M Condea Chemie Co. (Witten, Cermany)
2t Special 0il1 107 HHELHH.
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Rt R EEBALTAREE R LM o Bk LR 8RR H 5
B, stof, FESREORBETEIENERER TS, RAHY. R
/IR LR RTFTEBRELETUARATFEALA. Flid, 4-FRC
BE. - FROHBREMI-REA 4 TEACRREI EFYR-ARA
BREBA-FETH, XA FRABRBBIRELGER. BH#,
5-PRTHE. S-FTACHBEA I-RA-5-PROBBALTESY
B-AMAREBARRBRE, HBALEARSETAREHER.

AEPHCBRRFH B =R TRBAL ORI FEHERD. KT
ABIESLHERFRBBRRR, WRBEHZRGRWIEAN, LiLE
BARBORE. 8&, ATa4bE, RaHEBAAY. £5%
REFRT, RPBASXCERDE. 1T HRMF/ XAk B2
A, REFANTARAE. SRALCCLBENGR,

BRAGTENEI LG FEPBHERRAMSRBGRERZ, T T
BAMER, NG ERBGRILGET, KEAER =8
WA EFRAIEZMN PN SEIBE Fo /R KA R G ZILEL A RS
HY., 5ERHB =B REAGHHRILENA DS EH e
Tolerex(Novartis Nutritionals, Minneapolis, MN)
Vivonex (Ross Laboratories, Columbus, OH) # Portagen and
Pregestamil (Mead Johnson, Evansiville, IN). &8 H# = &
RHNZFHERGERRERAB BB Y. A TEZEHRALHILE
PR A, FRIBITRLFOINBI L, ERTH=BER AT HHK
AEEAEREEERG—HI4L.

HFTHFRBOERI BB ERBHE AR BB EHREEARG E
#, RBRHM=Z8AEH 24 PHEFH L 15%E 40% 4Kk 20%
E 35%, ¥4 25%69 K AL,

STRBRABRBTFARRENES (AR, BFA,
SREFEE), EREFBZBAEF 240 EFEE L 15%F 40%,
£hi% 20%E 35%F A4 20%eh B KA A.

WTABRRE-Cod ABRB D ZRMAMEBEHRME XY, T
TR bR PERGMRESH. I, HHRE-CoA TRAFAHNLEH
BERpy, X2R B *FEH¥ Kreb KRB EBFRGEFRALLS Y. §

22



200810125128. 5 oM P E21/24m

W, kBEFRG®R, wiEERP/XRERYHZBAAMNGER, &
AR AEaFABASOEL, TRELZEAABALHNF/K
AHEfr ¥ B2 AN, AW L-ABRKREKBEARLBRL
HESOBET, RBA-COABTARBREAR, ARASEDR, £
P, 2HERABRACA BUBELNELETHET, &
BB AL -CoA REATAA_RESFHE A, AEBRAELEE
B2 8 —#HHX, EEAFPEAA—RESMHBAZTLENREBT, &
BT R A B EE A A T A BEE-CoA. HEHABE-CoA
% 53N Kreb KJG5%. Bk, EL b bPL T4 H8E-CoA Bids
T h kB -CoA B Ek.
Lapl 1 E@mB R PAL

AEERGABLEBHBELGRFIEE (RS @) Fim
AEER, BTTRIGARLRE.

WTFERBRERAAXNATFEABLEHEG, KRZBILY
R, BRNEERBBRRABRTHAESH. SEXBRTFTTES
WL ERAFEN BTG,

Al TREZGSBERAERITE, #RHFARTHEIEH A
S m Ao 5 B K I U S F 8 M Bl oy O B & (C) B8 B B X8 (Yang ¥,
1998, “E A BAZ BB AR B IT(CPT INHRBEEZ FTEZwH I
% % 4k”, Mol Genet Metab 64: 229-236). L AELEREL BT A
HESAPAEAREAEARNBAIBAER TR =8, L4 4%ak
BERTHRR, HARBATHEZRRE, EWE BFPHERY
MR, APEiBmRFaBL. AHANLERANELE (B 3B
Fo AB) Rk # F R/ B R N BB L8, F5 5 AN HEEE-CoA,
REEZBFAMBEATRALBLEGRR. ATXHA BB ETER
BRORSRE, SHOEFTELEPATHBHALAESRBY &S
(BAMAERsBIAEBRINEL)SRF LM 24T 3 KA #E
Bl AssziEsi A 4S5 I(CPTI); EMHAKR/BEANBSILE
(TRANSLOCASE) ; #akizE st k4548 11 (CPT II); MK 4B L-CoA
Bl &, 8% 49 < JE” % X, (VLCAD-C) ; K458 3 —CoA L &85 09 “4K fn 35>
7% X, (VLCAD-H) ; £ %4k = ¢ fe& & M (TRIFUNCTIONAL) ; K4 L-3-
# 3 -85 —CoA WL 8.5 (LCHAD) ; P4 B3 -CoA BL 2.5 (MCAD) ; £4#
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B3k -CoA BL A% (SCAD) ; & F#B X E%K G Q0 B A& % K (ETF-DH
BE), RO THSBEELZG Q FLAK-~% (ETF-DH =%). A m
BESMNAT A REHFK: T-H- K 8% & (D3-C7) . 8-"H—F & &
(D3-C8). 9—"H,—E B & (D3-C9). 12-*H,—+ =k B & (D3-C12) = 16—
‘Hi-AZz 48 8 % (D3-C16). A THEATL L T SHEAELRX: HH
5A-L 4 D3-C7; W HE 6A-L 4 D3-C8; W HE 7A-L 4 D3-C9; KW H 8A-
L D3-C12; # KA 9A-L 3 D3-C16.

AEZAASWEFEBERT—AFFHRE. ﬁTi 2-# B
#, REHREHOEESEAINT, FESANF-ABETAS
“IS?, XBAFAB O R ETEA: n/z 420 CH~E W R B -C16). m/z
308 CH,—F BL B§—C8). m/z 269 CH,—F R BRE~C5) F m/z 237CH—H
BRE-C3), AP n/z 2T e,

BB IAFTF, BEFMIEE DI-Cl6 —RBFH, TUAI K
O BE A AR T 4R C16 £ C4(&4E CA) W H. Xk *H-fFiLe sk
RABOFERE, EHTE, 5 n/z 417(C16). m/z 389(C14).
n/z 361(C12). m/z 333(C10). m/z 305(C8). m/z 277(C6)%= m/z
249(C4).

LWMEY 16-H,~ 48R 8 D3-C16 (B B 9A-L) —RBEFN AR @
MEW, ECPTIBKMaRPRAALEXARALRESLE (KHH 9B), &
# D3-C16 (m/z 417(C16)) AR e M EF) K DT 5B A A &,
XA THRBBREREIHTARABREABRAEEINLZE.KT. £
TRANSLOCASE (B 9C)#= CPT II (W E ID)$:R@m LT, RAKL
SR E, MmAHFA D3-Cl6(n/z 417(Cl6)) ¥ X it riizimst it
ABmER, AL CPTI WL X —H. £ VLCAD-C(WE 9E).
VLCAD-H(W B 9F). TRIFUNCTIONAL (MrHE 9G). LCHAD(M E 9H).
ETF-DH-# & (WM B 9K) A= ETF-DH-= £ (KRB L)W & ¥, L8 A
BAFHRRART B ERORAKERFERAENERAL. £
MCAD(M H 91) ¥, &ALR BFHEHIITH C8 KF (w/z 305.3), &
WEFESEFOER, RBT %69 MCAD BB oy R R 7M. Rk,
£ SCAD(WHE 9 ¥, EALREEILE v/z 249 CH-T & A 8-C4).
X R %9 CPT 1. #4:8. CPT II. VLCAD. = #.é3. LCHAD.
SCAD F= ETF—DH #§ % 45 48 82 &5 69 0 K BAL R B T & £ 49.D3-C12 B (B
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(B 8A-L) £/ T D3-C16 H.

2t F D3-C8 (B 6A-L) 894 ., mn/z 305 CH~F R E-C8) o985 %
REPBBILE (KB 6C)FMCAD(MABA 6D THARAKEEHRLAE
EEY. RERABHTEYSI =B UCIALTEZAS R FHE, #HiLA
B3 F CPT 1. #1458 # CPT II, st °H,—FBR&-C8 692 & £ 9, MCT
AEFPEBEHEGGERL TR, I, HEFEELEH MCT X4
MCAD #: W5 65 3& %8 57 .

st F A4 %8BT &Y D3I-CT(KW A 5A-L)# D3-CO(ME TA-L)
BREWERE, AEGAEART: Q1) RELAE#NBEEHRRLT
kit ABERBE AL ARG S B4, X (2) n/z 235CH-
ARE-COMAFTRBZERTRAOFLL T HOATE, 5EFAR
mpe PG EWRE (KRB 50 & D3-C7, RAEWH 7A & D3-
C9). s m/z 235CH- B & &-C3) AT L n/z 269 CHo—JF R BR &
-C5)#v m/z 237 CH~ " M B5-C3) Adrd ey K F b4, *F D3-C9, £
TRANSLOCASE. CPT II #= LCHAD %af8 % ¥, /& m/z 319 (9-"H,~F 8 &)
B ER M, XBER AL, CPT 11 #= LCHAD X -8 K
HMEENE L E Y.

st D3-C7, AEFmmMAf CPT 1. #4i8. CPT II. VLCAD.
ZEReeg. LCHAD #» SCAD ¥ @M 2 (ME SA-HA J) 48 'H-5&
BE-C3 (n/z 235) A E£EXR %, AL S TEF@ERTHE, &L
APAETHRAFAELAEL. AW W — A4 5H L MCAD 5%
(W B 5I), X3t D3-C7T 5% MCAD A#ATARE R, REERAE
i, n/z 291 CH-B B E R H-CT) B &% . T ETF-DH, X ARE
3 T-H-EBEAEALRE . XEEREYW, BT MCAD 4» ETF BLE
B, AAAERBROASDTUARTEST TGS SG: SEEHE,;
Mz B R A58 T4 I1 5 M; L-3-72 8 & —CoA B 5.8 (LCHAD)
s BME4BLE-CoA BEAKF (VLCAD) Se R Ansa s b L -CoA B AR
(SCAD) 4t /4.
LM 2 PEBLHERBESINRBETHZBALGEKRAR

RAAAEREHZBOIKEEN D LT LA 1 THZGER
EPEHALBLEESRBOBRILKRFRY. i, ERYB=8ETH
SERBESBILEBERROGEKSIREIMZAGXEZRMEAFEHT L
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#.

FEWRF 38 AN, EhB) 1 K F M= E 4545 B 1B
FAEG RIS, B EBRAESHTFLEGPHEERAAELTF, AL
AkBL R R e K P (Yang 5, 1998, “RizmBt A # #8 11(CPT
INEBEETwWHFHHREERHGEZL”, Mol Genet Metab 64:
229-236). SR HLE I Fh X BB HTAKTF. EREEZZEILE
HEEGHAEESTS.

PHEK 12 b, AL FEELEZBILRAMALT AR H =8
B RHD. BERSEMARARILARGAFRALT RBRE
ZEORAN. REZALABR. 2HhER R4S K.

BRBAEAGHAIGY 7k N0 A Sk (ABG's) . BB,
do & SR (BUN). LBRBF. R,. &) & 4. ik VLER BE AR B & (CPK) . ALT.
AST. 41 % ¢ (Hgb) fo e IL A (Het). @B $HFEHLH L
EBEAAR ERTEERANBRITABRERFHEEH - ARRY

p=4

EWwRABLEHmEEE S A Y, AATERT O =BIRNDEY
AAEBFTRY. ER2ILAERYER, FESHERLABRBBERELE
FERBEA., ABAE T-8A, BILEK, XABRTHAIATERY S
ZEARWNDAITAOERREBTEORY. EEERBAARBREH =
BB ME, ZRILGHERFHHEE B L, S5RGBT
PRFBILEXREHHE 20-25 AAS. HAEAEWAF AR, &g
MR EHAEBRT BRI BHBESERHARAK, " XEFEAK,
AWEXRGELEF BI2 A LA
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5% STRT
B R CoASH, & -CoA S/
RERBEEE-CoA R-—CHZ-—CHZ—ﬁ—SCoA
A, CPT]
o
H3C-@T?I—CH3
H,
ﬂEHﬁM%WWl R"'CHz'—Cﬂz_ﬁ—O—"ClH
G
coo®
KRIFRE A/ BB R
CoASH, CPT Il
BeAAEE & -CoA

2-R -t E CoA

L-3-§2 EEi & -CoA

REBhEEHE-CoA

Z B E-CoA

| COASH, 3-475t %-CoA ##H

R—CH;-—CHz—ﬁ—SCOA e

BtE-Cod HEHE
( 3. LCAD, MCAD, SCAD, VLCAD)

R—CH=CH—ﬁ—-SCoA

2-15m & -Cod KEH

R—C",H—-CHz—-ﬁ—SCoA
OH o

L-3- BEHE Cod HEH
( 4. SCHAD, LCHAD)

R:—ﬁ —CH, —-ﬁ—SCoA
0

R-—-ﬁ—*—SCoA
0

&
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LI VA H2/54 0

HRtk RIR
BE B

Bt E -CoA

2-R - EEE -CoA

L—3—BEBRE -CoA

ZEE -CoA”

EXBtE-CoA

- -1HEEE -CoA

L-3-f2 B/ Bt & -CoA

ZERE -CoA o

ABEE -CoA

CHs~CHy~CHy~CHy~CH;~CHy—C—OH

MCAD

2- gt -CoA Ko

CH3"'CH2"CH2“CH2"CH2"CH2—Icl:—"SCOA

<)

CoASH, PA£8 K -CoAOé\ﬁzﬁé

()

CH3-CH2—CH2-CH2—CH—-—CH—-%I}—SCOA <€)

CH3—-CH2-—CHZ—CHZ—-?H—CHZ—E—SCOA (C)

OH

l L-3- R E -Cod S5 5

CH3""CH2~CH2""‘CH2'—ﬁ"CHg"'ﬁ—'SCOA (C,)

l CoASH, 3- 39 5t % -CoA #4885

CH3—'"CH2“CH2_CH2-ﬁ—SCOA

0
FABEH -Cod WL
MCAD

CH3;—CHy;— CH=CH-(|?~—SCOA

l 2~ 3t -CoA K o8

CH;—CH;— ?H"“CHT"E."SCOA
OH 0

SCHAD

l L-3- 4 £ 3t X -Cod FEL 555

CH3—CH,— ﬁH—Cﬂg”ﬁ —SCoA

l CoASH, 3-39 £ 3t % -CoA #ifF

CH;—CH;—C—SCoA
o
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