VR 23 R RIFERZEZEAALY: AURRNE

RIFFRZEZHAACFHE TIIACFN R B A 2 H X LFE N 2 bS8 5 720 (SR BRI E
ZREALEY. EMLARFTRLTHY TR REIE > 2RESCEMEZEIELZSD S
BENLTVETVART SV, FEMEOLZEMIZS 20IFTEE LT ZS 0. &I
H TR AUTIRT 133 TY. WmEBREEZ M 2T T Bl LCE 2AITERE L
TV P ERWTIDIRS PR L TS 2S00,



ERR 22 AR AR ARy -k BR SRk 224F 7 A 14 H
4 il JBIER =

PRI A0
PRER A ] ‘
PREIER A F 0

PRIBEE AF 3 ;
PRTEE AF—A
PREIBLEE AF 5
SPREIBERE AF 6
RS A 2T
PREISEE A E 8
FREE AF 0

e v R ) B 1

BiEES | £

=
o 8

[ERE
—_

AOARK: O, wHiH: 1. f{EHi; 2

Bz IR LA IC~— 27 32 2 &,
T T ATP DIKGIEDO =R —1E B - y X T o= B DY A PBEKGE DMK %
BT 5, T RAX—OHET, NADH+H =3 ATP, FADH,=2ATP & L CEEHE L,



EIRAZ AR (FEAITER TR UKEZR O —BIIEE L CH D, RBERITERT
£ L. BHORWESIIRER %2 R~7)

o
L)
H o 0
HOL n H o H~ \P/
DP\\O 0. @ i a ,\)L SH a/\u
WL i
H o’ gE‘D/%HL” t By
0 H =N
o 8 H G 0F




[t

R B B (A ILER TR LKRETO—EITEK L TH D, RFEBHIT
WMTHEL, DHOWESIIRER T2 77)

o H
~ H i
H N"f e ?""“"‘.-.;,ﬂ
H
o
1
o
H
JI 4
e H
H .-
H
a H/NxH




B C i (REIXER TR LKEREFO—HITEAKR L TH L, RKEFHKITE

WMTRL, THOLWEHAIZRZBR F277)
H o

#] 4]

Z -




B8RO %L — 2B LTk, FADH, 1 E/VvH7-0 2 F/LD ATP, NADH+H' 1%
T2 3 FNLD ATP Oy LD Y U ERONKGIED =RV F—IZZE LW E LTEE L
7R, FT2GTP & ATP Dy (LD U U EEDOIKSED = F— 1T L E L CEHEA
L7220,

H o BREAO~0FE THLIEAICITO=0s LTE 2SN

BV 1 BERICBT 250D 9 BHIELWE D & T TR

OEEZ NS D HERE CRMIN TV TH I HICE 2B KT yEE L EH35
OBEF L N ABET 2 SR O -l 8% B 2 7e

QEEZ MR BT DI Y R - X/T/Eﬁﬁmi%wtﬁg R TH D
DR IIZTNNERT2HE L RE IBMLE> TWDHOREETH D
OFRIZENNEHT 2 KIS OEBIREIZEET 5 = VX — &b S/ 5

IV 2 HOREMENSZ I DT R« AT oONTEDLTZENTE, IH
T YR« AT UER Km, B RKEEFE Vmax, BEZAREESSIC O W TR TN D D% T
TER RSN

OKm 13EE L WEOBMMEDORETH S

@QIHTY R AT rOROUWEET 0y 5 EEMBRERD
@FEBEATHEANL Km DOEIZ 5B % M IES

@OBEAPLEAN Vmax OEIZE A KIFT

GFELEDS Vmax D 24530 1 ORFO FE L IT Km 1245 LUy

V3 07 X LR IER OAlifEE & L Tt b O 2RI AP O—O & v EU72
s 0 © @ ®»w & 6 o ©® O O

VN4 AV F 2T —BOHiEER & L T2 b 02 @R A HTO—O L v EO:
s 0 @ & ® 66 ® © 6 © o

IS IEEATF A =GB W T ATF A= v o X —P oM & Ll bo
ZIEREABEFO—O LV BREW
o o 6 o 6 6 O ©® ©O

RIVNG . 2 F—2R Y UBBRRIRICBW T La—26 - U Uigr e Ra XA —E ok
FLLTHUREDOEEREAFEFTO—O X 0 ERE S
o @ e ®© &6 6 O ©® GO O

MW7 ererTe Rarfr—BEARE i@ < wiiggk & L Ciblieboz 5o
BRI A HFO—0O LV ERZ W
o @ o o 6 6 O ©® O



I8 : A7 =)L CoA TNz, ~LAEBMEICHELR T I/ iEa SR B #E 1% C B
O—O X ERN IV
) @ 6 »w 6 G o ©® O

IV 9 BURERIZ L W vy -7 X VIR Z/E U 57 2 /BRI B BEXE ¢ HEHFO—0O
L EP I
o @ o ®© 6 6 O ©® O O

BV 10 ERFRIZC XD B AX I U AE U DT 2/ R2 3R B B X C HEPO—0 &
UBEJONASIA
o © o o 66 6 O ©® ©O

BV 11: 7>y, TAEIVBBITNA, TVETFFUERRICHERT I R RIR
BRI CREHFO—O L h HE 2 S W
o © o o 6 o @ ® © @

v 120 B R b REBRIC LY e h=0 24T 57 I /e B UK B #EX
FCHTO—OL VROV
o o o o ® 6 0 ©® © o

BRIV 13 B R oufbin 1 IEIEBRBBIZED AT a— VT IV EELDTI B
R BRI CHEFO—O X ViR N
o o o @© 6 6 O ©® OO O

IV 14 28 F UAUERiZ DT 57 2 ke L Tib@UART I /28R B &
NI CHEFO—O L O Z W
o @ o ®© 6 6 o ©® ©» O

IV 150 AERICEBWTEE A DA4FRE L TIEL WO
OYAE4=07

A
@A77 43 LIEE 7£U£7>H7E :
@iz L AT m—)u P

@av AT V)T RAT )L

G/ F U ﬁﬁ. %%
®7L2 kA L Coh -l %
@D IV Z VY R @p ’\&,

. bﬁf

led

=
Wy

-

“pap>

;,.-"




fvi6: IHBE D OIFEWINZ R LA TRICRE W TRURA Z i D F%3 & L CTIE
LWl

DGAPDI L3} [EErsiregy] 28wt
@LDH ﬁ '
@ALT =
@ACAT '
@LCAT < JJ" ﬁ‘% r e
ot ‘“ s w2
BEHIL T70 i e— H—J |
[AFC & Ln s : =
'lTﬂééu‘f— ) | ey
I a5 —— B TR
=il ;._-..I:_MA |:+|n:a| Mla=if
nr
V17 5 ERIZRWT B OAFRE D
(DVLDL
@IDL | |
BLDL
@OHDL

OT RVRK N
©®©z= VATV LT AT )L
(GES ==

v 18: RV 17 5 ERICEBWTD OAFRIT
(OVLDL

@]I1DL

(B)LDL

@HDL

OE S =INE7/= %

®a L AT VLT AT )L

DT BV REZ LRy



FIV19: ALY > de novo BRICBITAIRFOHKEZ RLIZHEDTHD
D DRFBAIMZBNTEELRMEHSZEE L TIELVLOX

OrAtF 4
@SAM | /E
@TPP 0
il

@CoA A—N/ 5\50/N\
®THF | L 4| 0D

9
©PLP B—C_ g e N ¥

H

C

v 200 A EXIZZY > de novo BRICEBIT AR DOHKERLT-ZHDTH D
COEFZEOHKELTIELWT X /BRE2ERIE B XIICHFO—O LD E DRI N
o @ e ®© o 6 O ©® OO O

v 21 A ERIZZ Y > de novo ARRICKE T HFFOHKEZRLTIEZHDTH D
EDOEFZOHKE L TELWT I/ BRZRINE B UL CHFAO—0 XL v BN XN
o o e @® 6 6 O ® © O

V220 AT TRUTZRON LIZE D AR ENDILEM A OL4FRE L TIELWVWOIE
DdAMP

@dTVP

@dCMP

@dGMP

©NADH FAUMP
(©NADPH dUMP !
(DFAD v
®FADH,

ONAD* 1
@ONADP*

v 230 A TFTRIZBWT LAY C DAFRT
Q7 7=

@tV

QI NHE I S
@7 v NH;— CH,— COO-
OY% =%

©®©T AT X

DA FF =y

®U v G NADP*
QOFREVATA

W7z R

510-*F L > THF DHF
NADPH -

THF




MV 24 RIEFITR 72 LI L0 MR EH L 25T, & OEBERDIEH LIS LK
U U D S AR EAFINR IR &2 K iR L. & OAREFEIR I S Do sh
7%, Fix OB IEN Z o T-o A a3 ) A4 & L CTHIREAMNT oW S 48
T TA NS EOMBICERT 5, & HBEHE LT

DY REHFF—F

@FEARY S—F A1

@R AR Y 78—+ A2

@7 AR Y ,—F C

O~ FF L H—F

IV 25 ¢ B U U RE D D IKGHiR % 5 1 To A ERaFIIRRAEE S, >0 n A% )
— B LB W BERIC L D AN RIEEE R o To= A Y A IR &
2o TOIEMEWE L L ClEtle b o a2~

O/ MR IEMALIR - (PAF)

@urA =z b= D4

@4t Bk £ K - (ECF)

@ kR (TXA2)

GO A NT VA —L

RV 260 27 4 VAREEIXB - X N AT 4 v W= AiaRAE L TAEERSE
N5, TOERIZBWTE -7 MAT o H=3bEWm A &% B 6 4E
BRRENS, {LAWA LB ELTHDIAS DA TESR

O’V AL CoA &Y

@7 vF /N CoA &7V

@ T EFILCoA LBV v

@/ AL CoA &Y

77X FoirE7)Ea—L

RV 27 EREERENC BT ANV =F L OIEFREREL LTIEL WD END,
D7 L CoA DFIKFIZMERMEELZ T, B - » v - IRFEL 2EEBZE,
@3 Far RU 7 ORI S 2 EBEIRIR A I S D HiER TH D,
ONENEBEDERICB W THE Lo2oH 5 7 VLA R T 2HEEA TH D,
OE#NEEZ I bar R 7THEEICESEHXEEATH D,

OFEHARRIER % Pl SRR ESHIEE A TH 5,

BV 28 : X 22 DIZHOWTIE LWL OIL En,

OIEMERI 25— FuX T B4 I 0 D ~OLEHITL, R TIT bbb,

QIEMERI 1, 25—k Fa % B4 3 D ~OZLEHIT, B TIThh 5.
@EH I U DIFKEHEEZI L THD,

@WE X I DDOERERIL, BB 5 CaeP OO EHHITHZ & Th D,
O X I DIFBNLE T X —ICHAE LEDIER 2R DT,

10



B 70 a—F UG fROREIIC O W ToRAN %2 Tidd 5. ZnaesBIciki 29, 30
WZEZ TS,
M 29 IELWESELOMASHLEZDO~B L 0 @S

IR OBERLIIX, Y, ZOMECERLThHEETSE
FU) O—=4 4 RRTIH

¥
FFEZLEL Y5 —E0EHE
cAMPO ESR

TO7 A4 &+ — FOEE(L

L Tii/,, aliEML | bITEER | P

¥
/ ““\\\' (" ‘“\\ 7Y 32— LR

TRE Y -HI

Y= G BROEE

RARY F—F sV a—iryra—Y  RAKRY FT—EFF—F
RARY 7—BxS—F RAKRY F7—F TV a—=Frosr—F
KAKRY F—P RARY Z7—ExF—8 TVa—rryri—=%

KAKRY F—¥FF—¥  TsUa—sFrirag—¥ KRR Y TP
JYa—iryrd—t RAKY F—EFF—tY KAKY T

©®0 e

&30 IELWHDOET X TGROZR SN

RO 7Y a—7 M OMERFICEETH 5.

TV a—royrs 2= vk Ens LiEELEND.

gV a—rryroa2—8R30 CBhans skl sins.

TINa—2ANB -1, AFEETORN-STT Y a—F U nTx5b.

TIVT AT AP & FR-SE 5.

TNH T E AP Z RTS8 5.

UDP-HZ 7 h—=RZ7V a—bF U ElOEETH S

TN a—2AG UDP-7 ) a— A& 5T DIiTm=x v — U VIS 3 Ddb
BThHD

©) 7ﬂcr—2b>%Um)7Jvnbil%”ﬁf?é EE TR X— U VEEFER N 2 oW
BEThHD.

W Za—Zpn DP-ZVa—RAZEKT 2ICEmT X —1 VBREE 1 D50
EThD.

@C)@CNDCN)@

11



o

MU 31 BARERICBT 2EANR E KD OMABDETES THD DI END,
BEKT — MMTEFD7%~?
BAKT — Wi EA

HEKID— aJfETe Ralrr—F
BAKIT — Wi EA

BEEI— v hrabcl Xy a2—F
BAEKIV— v hruobcAFoa—F
MR Q— HEAKRI L EA KRN OE HEE
MR Q— HEAKR I LEAKRIOE 5
Wil Q—  EAKI & EAIKRIV OEFARE
FEICIEME L

CRCECRSRCRCRCNCNCNS)

IV 32 o TVDHDET R TGROZR I,

O WHEDOFERNIZR22T I JBRIZT 7=k b 2.

@ WEEEROMEEREFEIZI IV F—2Z 1, 6 - ERAKRRAT 7 X —EThB.
@ 7N F—R2, 6 - BERY UERIIENER EFESAROMW T 2T 5.

@ EAEVBX T —BOWKGNI LV EART ) —VELE VBN TED

® ZVton— I Faxs 7w o) vige L TIRAERICAS.

® VLT EFILC 0o ADRBEERNOAESHKIND

P33 R P—RU UBBRETIELWH DX E.

O LS4 5 NADH IR A RIZ B W B LS.

@ AHENDNADHIZAT oA RFEKICHL VSRS,

@ FIvATFT—BIZLoTIZIVEBATILTE RS - UL TIILY h—R6
- U UEBENTED.

@ V7u—R5-UJUEREYAR—R5 - U UVBRITERMEORBRIZSH D

® Za—26 -V rEETE Ralrr—8REIC L2 EnEE I~ 7 ) 7AIH
RIRICANTHD.

® 6 - KRAFRZ V3BTRS &l P RICGHED Th 5.

RN 341 EONZUWZRD BRI 7L a— 22 > THIM S TAE L BRI END,
FFZH1T DRERT AN TLET 2,

FRZEBIT D70 a—57 U RN KT 5,

TN AT E D,

MZHBT 57 I 2 BOBAL» DT 5,

CECNCNG)

12



RV 35 BEZAEYOMIBIZEB T D825 X A4 7O RNABGKIZOWTIELWS DOZ TR T
(G4 AN

RNA R U A Z—8 TIZEIZ VAR Y —2L RNA(RNA) 2 &35

RNARY A7 —F 1 ixE %?Rm&mm%Aﬁﬁé

RNA 7R Y A Z—PIZ Y R Y — 2 RNA(rRNA) & A RET 5,

RNARY A5 —FIMIEA v Y% —RNAMRNA) AT 5.

RNA 7R U A 7 —E X RNA (tRNA) &2 G35,

EiEoWTFnTH 2R,

GNCHONCRCNGC)

RV 36 AOEFRFEHEICELRBIT ENLT N TROZR IV,
BMPFOEAENREY VRZ LTS,

CCK-PZ  (ANYENE D [N H SR B SR 0 WD) DM TR LT %,
EROMHE RN EE T RS

7 = =)V b U RIE (PKU) O/NRO BT v v v R T D,
S VAR HIREE,

© & 006

MV 37: HEEES CAA DAV IR L3 D AR Y VAR X 7 AT N EMIE B E A RCR
THERT 2L, RV ITNAE I RYTARTEX L RV ALA=0D 3 ODKRERY XS
F REEAT D AU NV E I EALF =0 Da RUNZNZEICAL & ACA TH D ET 5
L, TANRTX L Oa RATRO NI T Ly hD E,

AAC

ACA

CAC

CCA

CAA

© 600

v 38 MIfEEEND N A SRAEE OR/NENIIDNA L 2T EA MU BRD, 20
it D4 T

D74 VY —Ih

Q7T T V—25h

@rTFZAZ VT K Y—1

@xX 7 VA — A

®VRY—A

13



MV 39 B X M H 3 IFAEYHEM CLIREFESNT-EATHD, EAMH3, 4%H
D lysine DA FNAUIZ L > THIEEZ SN E L TRDIELWH D E TN

O&E =5l

OIHsE

@~Turzu~F ik

Ok 24

@B s T ETR AL

vy 40 B A MUCH3IZAEWHEB CISIREENTZEATHD, AN CHS, 9%
H® lysine D A FILIZHEAT HEHE L THLA TS DI

(DH1

@H24A

®H3

®H4

®H2B

®HP-1

OrA=F v

IV 41 BB FEEERGERGET 2oL A M eaT FanEs—4X—LIES, a7 7
T—H—OFEEICE L TIELWS DT RTHER

(DTATA Box [T#AGFBHAG A D 3 Obp LIEICH D

@TATA Box 1X TR COBIGFITFEET D

(DTATA Box IZFEATHDITTBP TH S

@DPE = L A > MIERGBIME SO EFRICH D

Gz Y —lFarFaEs—F—0 ERICEET S

BV 42 ERBEMALRF2DNATL AV MIFEA LIKET A L& 7 u~F o )5
U U T RF- MBI E DNASREENET 5, ATPIRFEEO 7 n~F o V7Y U7/
T L Cbet oa g

QA buF w7 H—

@TFID

G®NAP—1

@p300

®ACF

VY43 FAIZB W TIERES < U OEE & FF IR BEIEMHALIN O — x4 Fr & L Cix i
H7ed D &g~

QA buaF w7 H—

Q@R ARy 7 ZEEF

R B IA K 1

OEAREG R 1

G®ACF

14



fIVy 44 TEARFFBUHENCBE 3 2 B TR 0 1%

O EE S| O ZAE D TR F BB EH PN AMERIC LV IThh 25652 ey
T AT A v T LIRS

@ ER TN DIV % B E TR BEREG N BT 2B = 2T 4 v 7 LIS
Qe R NEHOMRZEMII=E Y =2 T ¢ v 7 A LT 5

DR - SHEOBITT B2 2 27 A > 7 REEAE T 5

®% ) ADNADY by v DAFIUITTE D = 2T 4 v 7 BHEONRETH S

O BT DOIEMH LI —FC Ty = 32T ¢ v 7 Rl 250 5

BV 45 RAR Y N—F C TIEMILENDZ B FA v B Py —2 T X TRIRE W,
A ¥ b=/ 1,4,5-=1 FE(P3)

p53

YAV I TT ) r—1 Lk (cAMP)

T 7 = a—/L (DAG)

c—fos

Ca®

CNONCNSRCRS

IV 46:  TE# MRS pll CIEICHE LI giE b7 S B ROR &,
O IAxIv

@ TrXx=r

@ TANRTFL

@ Tryv

= NV

©

B 470 DU T eI 27 2 BRO CRIRIE SN,
OT7 VX =r DI

@V VDR

QT NLF= D

@7 =T T=2DH

®O7 =TT )V

V48 BERUROD I B, F L a—R6- RAT 7 X —EOKENFIK L 725 DI EH,
@O 1 A:vonGierke J7
@ 27 :Pompe J7

@ 37%:Cori ¥

@ 47 :Anderson ¥
® 5% :McArdle %5

15



ARV 49 BEITERMICBW TEE 2D X LVLEF—M{BIHETH S, W LVERZ LT\ b
BB TIEZ ) a—7 3B asnsg, 2ol 1 L0 a—2 LIZIERE
CEEDZ ) a—F U nbEAIND TR IVX—E8 L ATP IZHE T 5 & T 10
D1 @2 33 @4 ®)5 ®6 @7 ®8 ©9 010

BV 50 7 a— A LHICBWTEERZ RV —BIRTH 5, LB\ TS
ILa— 2 TN EUEBRICRE S ., & ORI bR =T A, 1| BEALDO T )L a—
ANLENE VBRI E R T D E X, EBEIND T RVX—8IT ATP IZHE T D &

[ L

1 @2 @3 @4 ®5 ©6 @17 ®8 ©F 10

(OCHE ; RIRRZEEFEHA(CAHE R0

16



