246 AF)L<OEEMMEE

1. BE

AFILOVEEMAE L. AFILYO=IL CoA (MM-CoA) L%A—+ (EC 5.4.99.2; MCM) DEMETIZL-
T AFAROVEFIEILHETI2EHBAEREL. REETIRF—LREIREDOEREET IEETH
%, A*FILYAZ)L CoA DRBICEEEXIRALLTIE. (1) MCM RIBFE (MIM #251000) &, (2) EAS
> B, OEI-HZETCORI-EHEMNDS, MCM OEMEBERTT/2IILa/NFZY (Q/NT2R) 8FET
DFEEERICHTEEZENMENA TS, ANSFIURBEEE SBHMEMBITNDS cblA~cblG [ZTHFEIN,
cblA, cblB [& 7T/ IIANSEUEREITICEEZXL T MCM RIBELRIBDIEKREET HDITHIL.
ATFAZVEABBRICHLELGAFILANSIVDARIZHETIREDEZETHS cblC, cblE, cblF, cblG
FHRECATAEMEEND., BIREEREIZT 5, CbD (. EFESDF MMADHC A cblC DEFEHRF
MMACHC [Z&21EM%EZ (TN KRBT RAOMBRNBE (ShaVRY7EITMEE) DIRY 21+
FHEHSTHY, BEFLEEDOMEBIZE>T AFIILYOVEMEREME RECAFURERMR BT
[Zhh b, RZHEETIE. MCM RIBJE, cblA, cblB, LY cblD DHILRELRATA U EMNEFEHLR
WWREZRRELTRYES WThiELEEARLEETERETH S,

2. RE
AFILYAZ)L CoA DRBICEZTEEIREELTIE, (1) MCM KIEBLE (MIM #251000) &, (2) EAZY
By, DEN-HEE TORIL-EHIENS, MCM DEMHBMEERT T/ ILINTFIY (A/\T2F) EFETO
EEREICBTEEENMOENTIND, AT LAIRAFERRY—=V JRERBAZE (1997 F£~2011 £, IR
EHA15T AN ICEDENTOHEEIX1/12 AT, ShIETAEAVEEMIED 1/5 BANIZRSHFETH S,
RIEZRZEBIOL2ERETIE AFILIOVEROENENRZOARBRBERELRESIN TS,

3. fERK
HEMICEHFERAISIBREIRICHAT T AT IR—CR-BF7UEZTIERENEERL, BEAR-
MEnt - EE - RRETRENSER~ FELE S EMEDERNERT S, IRBLUBLREKOR
IR EARYIRLAOT BFICRPERBLGENZELLDTENZ L, OV bO— )L REFI TIEEOERT
BHRE. BRKENELET S, FRES. BEEE-(TUVhA BRFIR- B, PREBEZEE. BES
BRENERERELTROEND,

4. BEE

PHHEEETE. FERIR RV I GHHITIE, SHEEETO—REEEELL T, BEER
EIZKBEFATFR - BERETHICITREDICEREEE 22T 5535 RLI LT REICKYT R HEE@RT
ZEWNT S, PHETEROAERELTIE. HDEAEIY B12 RIGMAFILIOVEMEDRIAESEEZEELT.
EROFYVIANSIUFERIEIT/a1NF2 10mg/B ORRERIRT S, IRERIEOMF T ILAIL=FY
PR EEBOTETHRDEELZHTET S, QBEERELLT. B O—BRBERAMIIZAYY -
AVALD Y AFAZ U RALAZU GO VBREINVEHRBALT. BEDO A /X VERFIR (1.5~
20g/keg/ B)EFMRT 5. 2 MH. SHIEERICE. RERNBEELAIRK. JROBEEOmE. KRBT 7
UR—VADWE., KAMERIVFE . 87 EZ7IEDEYEE. MKF LEELENVEELD,



5

. P&

BHREDEEFDTFRIITFRTHS. cNoDEFIZHFILELT, ARFBEAHA LGN TIND, BER
RE. BEREREN. MAZZ - AROKELEDEE QOL KA LT DEFLH L. BIERICEHH
HoFRAMRBTEORRMBREETCENRET S LtHD, BRREETEIRMEEICESITS
ROUEARGHEEDVEDT, FBMEICL > TEMRMLGRB I PO L HIRELTHERBES (LETL.
KB 2ICEYSS,

O BEXQYIEICHELEIE

1

. BEHY
#3300 A

. RIRDHIE
8

- HWRIZRERITIE
RUEL(EYERICEDT V-V AOHEZRHY . BEREZZHAT D)
REPDEE
DLEEEIIO2EMERFRENDETHD. )
HY (HRVHER DB EZEE, )
. EEESHE

ERENHEBEDEERETMERANT. PFEULZERRET D,

O 'fEHmEMHT

TFHLWHERRBMRAV ) —— U T BRICEISLEERR B EBEOZSHEEEREABRIARSAODE
BRE LU -LERFRICHA T -HAEHRE
MERERSE ERAKRFEGHRERARI/NERRELE BT EHEXK



<EEEE>
BEFENRET B,
DB T IVAILZFon

TOEAZILAIL=F> (C3) D&M
QR E BB D HT

AFIHOIUEE, -EROXSTOEAVES, -ERRF LT i EDEEIEMA A BN, T DA HEEE
%, 7OEA U BIMELLBORR R THSN, AFILIOVEMAE TIEAFIILOVEOHEIEMERDH S,
REAIL B12 RZIEEREVAFUREDRRS

MIBRARERTAVIEE E®E ( <15umol/L)

mEFEARI B12 IEE (> 200pmol/L)

[2&DTEARIY B12 RZENOREVAFURE TGN EEEET S,

D MAT. QIZTHEMFELHY . QIZBLVTEAIVBI2 RSELEFREVAFUREERINT HENTE
NnIX, AF)ILOVEEMAEDFEERI ET S,

RR LS TLDHHIES (MCM RIBJE, cblA, cbiB, cblD) DFEEIZIE. BEREFMHBIE CECFBAHABLET
Hd.



<BEEESE>
PEEULERRET D,
EXRMERHEREOEEREFM(AEAEXKHERFER)

R
I EVGEDRBRRREUTORMNTIANM DERRTSD )
a CABREELLGL 0
b RHEBED-OICALSHDEMERANIEBREHRGELTLS 1
c HFERENGEYAERAFEHTERN 2
d BMREFICFRER, KRHEELELTS 4
Il BEXEABRORR(LUTORMNTIAM DERRTSD )
a BEFRZEHICHENGL 0
b BEONBEHFHRHIVEI—BHNLEBEFHRILETHS 1
c HHIWIVERGELTERTILEDDREENDRBEREINVLETHD 2
d  $FHIIVIZRELTERTILENDKRERENGRATORU (BB BEEEADHRE 4
ALETHD
e RBERBNILETHD 4
I BEXRBLGEORBMEZTICEEEEL-RE(ERZSL)OMRUTOFMELTH
M OERIRTH)
a FFICERZERHEL 0
b BEOMEBEHI#KELTLD (BRELTIEEEBEMS 1.55D Di&AR) 1
c HEELULOEREEHI/BEKELTLS (BRELT1.5SD A 2.0SD DikAR) 2
d SBEOEBELIFHRELTLD (B&ELT 2.0SD UL EDiERH) 3
1\ RAOFEAMERREER. MRER. HHETITOVTOFEBMUTOFMSLThh
12%2ERTS)
a EBEZEEOHLEL 0
b BEOEETZREDHS (BRELT.IQI0RBOMMELLELAV-BILSHTHARELR 1
BEOES)
c HEEOEEZRDS (HRELT.IQ50 KFPHISTHAFARELREEDESE) 2
d BEOEEZERHS (BRELT.IQB XFEBPIFIFELZTVDIKE) 4
\' RAEDORBERICETLFME(UTOHRMVT AN DERIRTS)
a [FiE. B, DG ECHEREREE A0 0
b FFiE. B, DEGEICBREREEENHD 1
(BRELT. ZNTNDEFREEICIIREBEEEZZDHDHLD)
c . B, DEGE ChEEREREENDHS 2

(BRELT. ENENDRBBRERICIDERZRHDHLD)



1.

RFRE. BRE. DIGEICEERERENHD. HOVIBEERSDETHSD
(BRELT. ENENDREBFZOEETLEEDHHID)

EFEORIL-NBLEEDKRRE (UTDOHRMVThNM DERIRTS)
BiLf=4iEA AT e

AohDNPABE

BELEZEDZTNMNLE

i RERNDE

REEE

I MVIFETOEFERVRE REZLLIHETFHELTRET 5.
(MAFEDEBMN1DTELHS5E

(2)2RULDIEEAHY . hOMAL-E RN 6 AL EDIZE
B MR- R 3-6 RDIZE

(M) MR- R8A 02 ADIEE

ZEE

PEEBRRICOVWTREAMNSAUESELTHIE
RERENGEYARIAASAUICERLIZDDET S
RERENGRERBRABREHANSAUICERLIZ2DET S

%%ﬁﬁﬁoiff PE OB D E
WD EERAESR, AT REICR LT, WA BICRBEOHEN WA ITE, Wi
n@ﬁ%@%@%mwf%%biz@m(kﬁb\%M%%@&@%ﬁ#%%ﬁ%#?%of\%
RAREZR B DIZIR D),
. IRIEBHIATZ IS BT D BHIEE I OWTCIE, @MU EFRE O T CIRIEIMTHOIL TV D IREET,
BT 6 % H R Tl b LR RE %E%ﬂ%mfé LT 5,
LB JEROREDN FEROBEIELESFETEU RIZEZE L2R2NWETH D03,
DT ENRERFIZONTL, ERERONE LT 5,

i IR

Wi

EiE
EiE
hEE
BIE

BT [ IR il 4



