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1. A5i@id Krebs B3R, “FR&A K EBIRILATE @00 £ W A H
(I FYRGEEY, CEMERRG—FXERH TR ZHP/ LK
B H BT AR Emie i A3

2. AFHREHTHNAEADNFTH RGBS Y: EHEE, HEHRER, L
-¥RB, o FMRR- AL ELE-A TR EmREZNKA.

3. BRRSFATHADKFRRGALSY: HHER, WELR, F
FHR, IREME, o FRTR, BEMBRHEA BHR, EHER,
L-¥RB, EHLE, LBEHSE A PARBR-RXLTELE-ATRESE
(17 w0

4. BRHXESFTHEMRFHRAGALSY: HbE Q- 10(28), &
BRHEQ(GLE), SB/EBEANSDHILY, hirda(mi
EEatidiy), i b(EREZDHFN) ot c@REFcH
F5) ~FERELE-ATREmEEENRH.

5. EMTRATA T F AL FIAHHALSY: RAEK, HEAEMR,
HER, BARMRLAZBR-AEZRLZ-ATHEBEAEZAH.

6. MAZEK 1-5EMELY, XOBETRIA T EDILFL
S RFE, ATERE, LBRAFBRE, BAR, AR AXLE,
REE, BEE BB BBk 2R BESERES _HF&% (NAD),
AR MBI E% — 5% (NADH), BMEsEBR 2 B BER
(NADP), £ /&% NADP(NADPH), "£vk#& (NAD/NADP #4k), ¥ ZMKRE%—
#%3 8 (FAD), £ RAB X EM"EF% —H 3% (FADH), £ 248348 (FMN),
ERBFF LB R (FMNE), M- =458 (ADP), KR¥F=%% ATP), &
B —%% (GDP), BIF=#:% (GTP), 4£Mg"), 4(Ca™), £ 0Mn"™), 4,
REe, A-FEELFT-ATRESEEERHE.

7. BAZRK 1-6 iAW FRRGAESY, EFPHRE AL
TABXRELRA: AN, LA, E4k, ZFH, BAHN, BHKE
o 2h F T B2 B/ RBEF X,
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8. BMHERI-THASGAEABASTHRGALSY, Lradh Pt
BUHEADUFHRAARNERALERG /XA FEREKTLIIR
&4k B &5 K F.
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25 mie R e L AL T
oW e e Ae AR A 5 ik

AENFREEEmEEDERBOEDUFHSHGAED AR
R TR Aol 57 A Aol 6 B sm fo Fo e BOR DU 6948 R 7 ik

CBZ2IELFSARERZ EmOKFE LR A4, Rudolph Virchow &
“WBHIEF” (1854] 8 RARBFHIFRE, SXLRRBEGRLE
MR- mR-A TG, JlRAEAREAGEFNFBREIAFILY
2.

RAEMBEKEFERGHEDE, R R T, £2—Z27109K
#ERF, BGQR. BRAS DM AR =88 (ATP). @iesk
HREAAZEREGNRE. EEFTAHFHT, Hle, EFBREROAMK
b, UK T A R 6 M R A S S ALk T Ak

FHBRAXF AL THREREY, REAVWHBAZREYN, ik
RAZERERBERBOEZTERIIKG LR MR, Ho, LE2EXT
NAEERER, L PaRERIEETEE, FRTHAZEFMLL
f ke R AL,

BRARFRGXBERENRNZ —R@R T ADEGRRIREZ. £
ARENT, mvihtt a5 BRRANE. TaRFBER
B, 2BEDA A ATP BN EDRY —BRERR ZRBRBILIA
B8 &% [Krebs R 1 MG M ML &2, PR [FRB]ARE
FEAEG R EHIR.

FEEPFRBOEALARSCE2EY, FHBIELER 1-3. &%
XEASHGEBLFER RO, ENMBTRATESPHAREG
FABF M. REA XA EZEAF e X 4% R TR Fo/
R&ETRAA.

HTXEEWWNFRBTRSABTR, FTABZ—HREH
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Krebs—#43F. “FREM R EHRGULADGTREL-F K. HEK
i, 57T H A Krebs WBHEBRZIHE—L5 T AR FRXLEEHT
G —Fr R Fo/ R — R AR EARRTELEFHT X
Btz b o) —FrRIA LB TS DG EZ,

%%, Krebs JE3RegILArHEE (Blde, Bl E, HMER, RIFLB, #
)%, Mg") BRI A TRE Fodhish 7 X Rz, 128, Krebs
BHRAY. FRBAPEEMEGRERFGEDUFREHERAMRLA.

EZ &AM (Stumpf &, b LEBA LF XA IIL KK FREHR
%, %% (Neurology), 1982: 32: 221-T)#H S A ZMA KT L
SEARAERBRBGERRKALABEGREARTRRE. FEXA
(Walker %, m R #M %% %L E (Journal of Inherited Metabolism
Disorder), 12(1989), 331 - 332; Gellera ¥, #F % % (Neurology), 1990,
40(3 Pt 1):495-9; Bourgeron ¥, AA#ITHBRAFEN kKRB
MBAREPER RS EABRAGETE, AR R E (Journal of
Clinical Investigations), 1994 4 6 A, 93(6): 2514 - 8; Narajanan
Z AABEHNBRBFARAHARBERERERZ, LEFEFRE
(Journal of Children Neurologie), 1996 %5 A, 11(3): 252 - 55;
Coughlin FAER kM Z 54 T4 A a4 B, Mol. Genet.
Meta. 1998 54 A; 254-62; Zinn ¥, P LB Z P4 succinal
purins %), LR ERMHZ AA T EHV L5, EHREFRBEZR
PR E AR TR ERSERR. SR ARE, MY LR
Bibkz A 2- MR —BBLAMEES ol AMBRI TAFANER
% #% (Drugge J. J. Med. Genet., 199545 A; 32(5): 344-7, A
legtic archdiocese, 3%3A 8% Bl 255 Fo MR 1 Sk B Be 5 2 89 A HE LA
Dunkelman %, Neuropediatric 2000 % 2 A; 31(1):35-8; A& 2-
X BN 2- BX_BEARSEZ). CERARE, BLA. S0
we R ZERTRZE TEEHEKBT, H324L Krebs—3K,
R A R EBRT, SRAELTH YRGB DNA &4 XK
RE. CEARAKSEIHAHZRRREPH.
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"R, LRXBZRXBRTHEEARK mABRAREDENFOER
b, Fo Krebs—#63R, St R R ERRIHFEORBER T HZIHERHE,
R b a5z S8 A WAL B2 A RAULS | RAY BB fo B3| AT A #
EHARROECHEBRE. RFAGHBA, HABSMRZLE S
ASmEedmieh kB, IASELAGRTALRALIAR
ROHARE, BoMalek ik CHERIRERGEALRE.

ik, EERG LT aREDRRBODELAGT EBSH.

W T &2 K a5 8 %% h et Krebs #a3F fo ALK i 6 2 483K,
BREFEGE B EAMES Krebs JESRfr LK AR P 8 ZAT
LR RERG AR ERRETIN T EMTR. 28, REAH
BARL /A, PECERAXBEELRAIELNY, AARER,
HFETHRIIREASG KLY IER.

EH—F &, @ikt o s 2 6 R o w4z £ A8
X EBZMFELEEAN. 22, LHERBER, HHZ Krebs—E
HRREBADAHERY, EHHEABZEXSHAGZATAAENGET
BRedfz., EFBRIY, ZRBRMARG L4 ZIREL ATP S8H
BrHEERARR Y E, SFEEA-ANHAGHRARERD, L F=K
WEERAEZLRNHFNRTR. BNV, ZRBIEREAH AWK
RER, BERERRAMAARKS B TR, ARBEREANER T
EHERIBG RS (Zinn F, EREREHZ: KEKBENRG IR
B, HEKZESLE, 315%, 1986 58 A 21 B).

Bk, Krebs—#3R. k&R F/ R REQ AL EGEDT RS
BZABBERAERREGREAIREAGEAE. B BoXALHE
R XEZRHEDUFHLEDGAEGTRERAETLET. X, X
B2 HFSEATHOCEKR, AN SDAFMEZX LS MFAE
B, BACAG—AFER, IHGEFIHAGIAALHFARGL
F R E T RN

AArLIEH R, RCZRAMEKBAIRTEEHZ GLEMEGE L
WOYRBHEEREREREKAESERE, REEXRpEXHGEY AT

6
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FHr XK, RAANZEZBREZIARBHG ST XZHER. RELXALRL
R IR P IRA TR S RAEERS, FHANESHGAESH TR
BETHOERS AANEETEAEZHEGRS. BHRFA ML
WMAHEA ot SAER, FAAMENER TR E L&Ak 4k 5t
w1 R iERAEATH .
vk, AXWHAHZEALRXLEZ Gushfodik.
AZXPGBFREAREEmRADERBROEDLFTHEDHGAS
W, AR TREG b ST AR P oG RRfe LA BRI F k.
BAmEthitdhs T ELGRENG, FERESLE Krebs 18
IR, FRER/ REEERTEEBNFHES DALY,
KEARLFRERALEDLFHASBNALSD TUARBEEF BT
MERRBRERPOLELEDRS T, NOaAB TREFETESER
b KA A,
RAEZARERFIRTPEAETE TEIHGEDUZHEADGASE
PR C MGG % I A EGEEE,
AZRH—ARSATAFTEN BT ERBRT BGEA F/H2H
K, KEXPHEKE, BRI FERLE SR E LR ZK K
W BA .
AEZ PG4 IER Krebs 3R, Fo/RFREF/ R EHILG LD
F R RS AR BT IRKA 0 TE f b 57 A&,
a) Krebs — #83K
Krebs - #E3ReG AL P18 FH 2 -8B, WML L&, FTER,
BREBIAR, o- FURB, EABHE A BHK, EHER, ¥
X8, EB LB, A& Krebs #3565 AR AL ES Y, BF TELE
B A o R R
BTkt ehERERBRTHELNRRE, B TAIXAGBGE
A B £
A AR(CR]): #HAR, ZERER L-FRXR, o FA-R.
B. BX(k 2): ##8, MYKR, FAER, FBuENmR, RARH

7
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B A EBLCEBARLEBHEAPAFRR.

b)  =fR4k

whoR 46 A AL FIASY (R 3) RHE Q- 10(GER), ERVHE QGE
B, SR/ EBAAWEAG NS Y, b da(BREE a3 S),
R EFb(BREED HFN) Fohiik c(BREF c HFS).

c) KREMRK

REBTRG LTSS (R DRRER, HAKEAR, HEAR BR
B Ao R AR

d ‘s AMGHET

M RKAGEBILFHE T (kL) RATR, AFsk LBATH
B, HEM, W& RFELR, AEE B%E BR BESE 2R,
8 Bt M — b % (NAD), 3£ RA! stk AR %% — 4 3 & (NADH), &
Bt Ji AR "% vh- — b 3F B 8% 8 (NADP) , 3% & &! NADP (NADPH) , "ok & (NAD/NADP
WAR), HEME% —HHE (FAD), £ RA X £ 5% =438 (FADH),
FE 5% (PIN), ERE k£ £H58% (FMNH,), M3 =558 (ADP),
e = A58 (ATP), B35 —4%% (GDP), B 3F =A% (GTP), 4 (Mg"), 45
(Ca™), & (Mn"™), 4. B, 4.

ALH P ERXRYPARSVWEESZ TR 2O ERA. EXALTH TR
KBEPHARESDTAR TR IAIKT AR LS M GRLZEAOBIE
e, M, AXZLXBPALSHTOR TRERETAFGHH T
3 KR,

EASHHE—AThFTEF, ZTXKEPSLE Krebs 53R, FRE
Fo R EETR B AR ERBOTHRGUEH, HEERLCIEI L
PaEReg b A E R AR BT, B TR R A T X A RA
by RAESERZ.

ERG—ANEHRFEF, k1, AE P TELEY Krebs 2R
HEBMIFD .

EFIrgERFEF, BRKRY Krebs MR L1 F 0 F Eeg A4
W%
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EFHMG—AEETET, ZRRPFREGEDLFHREH(RI)

L& Hi .

EBIG—AERFEF, BREPREBKRGLEDILFHED.
EFMG—AZRFEF, R BERBGBRELGHETA

LAk, A FRHEANPBIELA.
4% 1: Krebs #Asra- £ 7] A
LA LAY
RIM
R R
L-¥ X8
o R =B

% 2: Krebs #a3r4L5-% % 5] B
X EXL Y
7 B AR
LBLAR B A
AR

ML kB
FAT R BR
FEREAR
2-B R — B
PRI BB A
BBRLE

£ 3t RELSH
A F B R

W Q- 10(2®)

E R Q(LE)

firF a(WRE % ati39)

$4

s o

& oA

9

mg
mg
mg
mg

mg
mg
mg
mg
mg
mg
g
g
mg

mg
mg
mng

ZRBEFPOE

0. 001-100, 000
0. 001-100, 000
0. 001-100, 000
0.001-100, 000

ZRBRFHE

. 001-100, 000
. 001-100, 000
.001-100, 000
. 001-100, 000
. 001-100, 000
. 001-100, 000
. 001-100, 000
. 001-100, 000
. 001-100, 000

O O O O O O O O O

ZRRPHE
0.001-100, 000
0. 001-100, 000
0. 001-10, 000
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et b(WEEX D KNS) ng 0. 001-10, 000
ftr g c(WREE c 95F9) g 0. 001-10, 000

£ 4 mRRERFLSD

A F IR L 52 ERABRYPHE
INEER mg 0. 001-100, 000
HRIRR mg 0. 001-100, 000
AR mg 0. 001-10, 000
BRR mg 0. 001-10, 000
XARBR mg 0. 001-10, 000

A5 WmERERMAGEDLFRET

X LAYy $ 45 ZRXBRPHE

RFBR mg 0. 001-100, 000
AFmE (RFR+ HAR) mg 0. 001-100, 000
LB F B mg 0. 001-100, 000
AR mg 0. 001-100, 000
SF mg 0. 001-100, 000
IR fn B8R mg 0. 001-100, 000
REE mg 0. 001-100, 000
BRE mg 0. 001-100, 000
8% mg 0. 001-100, 000
1A B mg 0. 001-100, 000
28 mg 0. 001-100, 000
WBLE: - BRE% =% (NAD) mg 0. 001-100, 000

R MBI RS BT R
(NADH) mg 0. 001-100, 000

10
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B - IRR% BB

&8 (NADP) mg 0. 001-100, 000
% J& % NADP (NADPH) mg 0. 001-100, 000
v opk 8 (NAD/NADP & 4k) mg 0. 001-100, 000
® EME% — B % (FAD) mg 0. 001-100, 000
i B & Mg =43 % (FADH) mg 0. 001-100, 000
*F ¥ % (FIN) mg 0. 001-100, 000
ARV EEFLBH % (FMNH,) mg 0. 001-100, 000
R 35 — 5 8 (ADP) mg 0. 001-100, 000
B3 = %% (ATP) mg 0. 001-100, 000
B3+ — 8% (GDP) mg 0. 001-100, 000
B3 =58 (GTP) mg 0. 001-100, 000
4 Mg™) mg 0. 001-100, 000
45 (Ca") mg 0. 001-100, 000
4 (Mn") mg 0. 001-100, 000
47 mg 0. 001-1, 000
PRk mg 0. 001-1, 000
48 mg 0. 001-1, 000
mg=% %

CBANAETALAPBYGH S LT E. B TURBTAS S SHEK
AARBALRHEZHAEEH., B, EAELEFELETRARAEZR
HEEZA.

11
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B 1 % Krebs 83K, &A= B BBHRIATHBIEIRGRBERY

& H.

i
“CHy’ C—§—CoA

CERED

(l:OO' Ha0
NADH Cm=0 CoASH )
coo- «H* é C|00‘
Hy
! % L "CHe

HO~—C~—H
éuz ‘ EBR :%a?toz& 4By Ho—-f—coo- o
o MA U5 smm [ oo
Mo -3 R 8% coo c'a,
co0" Citrate <1: — coon
o /e L
" | coo |
oo~ = b3
SEAK B N £y 3% \?ﬁu
FADH: = :\
" s & % &%‘
Fas] W2 ZRR cl:OO'
oo BN "
| K~=—C~COo
T uo-%-»
Oy
I coo-
wo R ZABCOA FHRB
3%.30 = FA A B N
CoASH ﬂiﬁ.ﬁ‘ HAD
P, cl:oo- r (I:oo_ ] NARK ¥
T a-BAE coo "CHy

?H’ %ﬁ‘%‘ ‘%Hz ﬁ‘ﬁ&ﬁﬁ H—c':-COO‘

z.-: CO: CoASH ‘f"? L2 B (I:-o
—~CoA

ot I b | b |
o ! {iﬁgﬁ}ﬁ&

woe SO
bV o —~BF &= B

A 1
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A2 R $Be, CHRARABRLGRBERGTER.

B 5 41k WA
NADH~QIE /& 86 B R
Fe-S
R34 B QL R B FAD
Fe-S
) Ny 23 Y- 2 foir¥b
o tr &b
o ir¥c
Fe-S
e %C fgrEec
fafe &K B LB fir¥ka
foir¥a

A 2
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Kl Z83/350

B 3 REFEFGKBERGFER.

£l g

|+

HC — NH
¢ 3 NHz

coo- '
R \\ Chz
\ CH2
|
' CHy
H(‘:-"NH3’
coo-
i B R &

T BAER

A 3
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S



	ABSTRACT
	DESCRIPTION

