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Mitochondrial DNA and Diseases. Jiang
Bingkun (Bengbu Medical College, Bengbu
233003, China).

Abstract The human mitochondrial DNA
(mtDNA) is a 16569 bp closed circular double

helix molecule . It codes for 1 3 subunits of oxi -

X IEHEE (PQQ) BYBFSTH

dative phosphorylation (OXPHOS) enzyme
plus the structural rRNAs and tRNAs. Over
the past years, a number of mtDNA muta-
tions that cause human diseases have been
identified, such as blindness, deafness, car-
diac failure, and human degenerative diseases.
Mitochondrial DNA diseases may be much
more common than previously thought.

Key words mitochondrial DNA, genetic mu-
tation, OXPHOS disease
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WE mEEE - SERERTR. RRETRARGTUEE. HEk, 2, BASEEMY
T THL0HR, THARRESER. YRR T HEERRAEZR. o8k, $2. BEER
ARAEBINGE, XA R T HE SRS EREE0 ., PEE, £WEEmR. FENEARNA.
R EHBFFROEARAAEENELRMERE L.

WA g rEMKER, RE, S saig

RETE A, A&/ (dehydrogenase) )%
EFWEBEZ TR (NAD" A NADPY), ®E
BB (FMN Ml FAD), i A, %85 Q &,
15 HE, MENWESH., BeER. £EY
RREZLHTTHREAWHRR. &£ 60 EFREXR
BT A —-RKBEE, EIIFHFENKETHBE
TR.EEBEHERSE, BELBRE KM, FU
A R R R A B 2 SR, BB 70 R
AKABRENETH —MHFUHHE— it
kAR (pyrroloquinoline quinone, PQQ), f53¥
ERE R, HESREILE. HARBSE
L8 RS bt R B A SR R AR . R X
— R M ERBR I ENBER IRED
(quinoproteins), HREIR R FE A FEEZE
VURRIEBAELIMZ P, AN EH
g, BAKRMERNERT —EWR, A

Ay A (R BRE O AR, WHAE N
—FAERET, RAMEDTEDHER, F
WHEM LR H X E.

1 WEEHER (PQQ) MK

FREBAFRIES, ANNREHRE
& (Pseudomonas fluorescens) B 454k 18
BT 5P ERMAAEEY DR,
RN HES NAD (P) B XWETR
G5, g ELA JE Sk 7 %5 88 40 B (Gluconobacter
suboxydans) T4 B HRER A, BRK
-, D-HE R SR LA RS W3AL 4
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B R RSB AR AR AL
MUt EAATHANEE XITHENERS
AR (Acinetobacter) %48 ik S/ LL &
B E (Pseudomonas sp. ) M27, WERELL
BB (Rhodopseudomonas acidophila)
2258 (Hyphomicrobium X) B RER S BN
FEEEIEFE AL £ 1979 4, Duine FAREX
MMERAFEERE LS W ER (PQQ) . [E]8T,
Salishury % AN H X ST &€ T ER 4
Hy, I Bl S0 77 k& BT P R e K AR
HEEW A .
COOH

HOOC HN,

2 EREEWERY S AL FIRE

Mg AR R AR R AR, R
WA BRPEEEEEM. B 7 T kR
W&, tERMTIGE, CSeNMEY .
AP o BALBRERHMES R MM
EEERKAR . FMER T Bz EaEER.

2.1 Bt
2.1.1 BEAWHELL AmeyamaFH
TN B EMNE (Gluconobacter liguefa-
ciens) 1FO 12388, W4 1k # % ¥ 40 B 2 &
(Gluconobacter suboxydans var. ) alFO 3254,
WA AW B 0 8 IFO 12528, @ LM% 40
B (Gluconobacter oxydans) IFO 3287, LrREKE
BRFFE (Acetobacter aceti) TFO 3284 24
7 AL S B B A, R A Triton X-100
LB HE#, 2 DEAE-Sephadex A 50 f1 B
KEHA KB BRI 44k, 8 & iEpH N %
BRtE (#9pH 5.5), 53+ F&H 150 000, KR
KEAH=ALE, TESFE2H 85 000,
49 000, 14 000. [E]#E, Duine A B 4 FBF|
LA UL R v mpk R Ay A B £ B I .

Groen £ N H B B R ETFE (Pseu-

domonas aeruginosa) 1.MD 80.53 4 & 31| B
AEElBg, Bk, &0, i DEAE-Sepha-
cel ¥, BB (silical-gel column) Z: 7
MEEc, BRFBBMAEHEIT. HFRE
B, NH.Cl BREi S B0 BUE R, 0 IR RERE
2z ERIEHE.

Matsushita Z% 8 T W Z BB A TR
(Actnetobacter calcoaceticus) BB F1 M
D-H R B A R, XX AR E 7
(L BEHETT T A& 4ifk. A Triton X-100 8%
M, HLOBEEMBE®ES T, 25 %A
DEAE-Tovopearl, CM-Toyopearl. 3 X B /K
£ Hl Phenyl-Sepharose #£ Z ¥y 7 ik #1718 D-
W& B S B8, [B8T, & Gluconobacter suboxy-
dans 1 Acetobacter aceti H 53 55 4l {, 11 Fij & BE
HiR S EE.

Lobenstein-Verbeek %™ M\ 4 If i& 4l {1k,
THEREAAS. H4miE B &GRSR
B, MIEHBMABUBRAEN, BE
DEAE-Sepharose, ConA-Sepharose i1 Seppak
Cis Cartridge & B H A H LB, 55,
Meer %' f1 Ameyama %1% 53 5] A A it £ 40
2150 1 FFRE R AE 4G BREE B R Bt B kBB f
Bl vt
2.1.2 WEAREERRERAIIRER  7E 70 F K,
Duine % M\ Hyphomicrobium X 143 B4 b H
R A S B S FLAR S L A MR RR. 7R IX BB
MAZERAFEE, B.O, LHEBE Amberlyst
BT, SRATRKBRER, BHEN
R AL § 6 57 B K S W R L, 4 4 b, g s b
RMERLE. NERNTEAEA S, A
ARALL B 77 B 0 58 B 1 i g v o R

Shimao %M & R EMFFE VM 15C 1%
R E (Pseudomonas putida) VM 15A
BEHE, NFoSEEDT g EER. 15X
MESIEFNE AR (PVA) BREENE
Ly E WL DEAE-Toyopearl 650M #, LU
B AL BERR R B BE VR . PR EREY
M % Ik R th, 2 RS 41 2.

Ameyama 7% 2t HDEAE-Sephadex A 25
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BHEWH &2 BN Pseudomonas AM, Fl fF
R SR {4 b th, 43 B3 U T P g

LR, BKFE N ERE A
B2 B0 B B P SR B WL KR, HEBEIT T £
E. BYREALEREER LR ERELRF
(ERME/CREAREND REG, EEIMT
TR AT R .
222 BF
22.1 BAARKN TWHRME", Pseu-
domonas aeruginosa B # Acinetobacter cal-
coaceticus PQQ ™ 7% bk H BE & i 1 %5 8 I =X
BEEEEE O, 1M A BETE B KBS Y %l L vk g e ok
BR. R & %EEE O 40 5 SH U ng v Rk AR
M e AR R I (BTB) Mk,
HFHRIEERA LR pH K, MEFL L
B £ TR R 4 /I -5 i WL o ke g v o R R X 3
Z B R AEIC F , F] XY M g v e R A Y S B o
.
2.2.2 H# Ameyama BV EDTA 43
KBFFE (E. Coli) K-12 B R, HEREH
D-HEB R AR XA g AR, EXH
&Y. %4 EDTA B EMXEERE F, &
Mg " FFE T SHMEMEERERE —RERE, &
i E D-H B A S RS R, BTl
MR EMEREIT ErEE BT, R RE, X
it & e R R S B0 10ng BERE M 2 3.
2.2.3 faif3  Duine U7 HPLC RAHE:
LR AL T — R A M S
R ik g ERRAR A . WERATRELE,
s ot kR  — MR EN NSy, &N
SMENEZEPE ELHRETE. MR
8 AL B Ak 8 e o5, {5 EL g o ok R AR R LA B D
RN R kAR AL, B R ZRET
R R B A R,

3 IR HER AT

31 EREFHEEQNKNR

P2 TF 55 4R (BT, nik g6 g bk AR R LA 3L 4
BYUTASHMEAHES FHETESRE
FEE5ZE61R YRAFRMWMEARTE

AREIFEMY RO ERE T, W Pseudomonas
aeruginosa ATCC 17933 i Z B S & 84
WEEFTE 1A Ca¥ s &F Sr*". Acinetobacter
caloaceticus M B EH A BN TETE 2
A Catt s #FH Mn®", Cd*", Gluconobacter sub-
oxydans FJ B i S Bt FE Ca®* 5 Mg’ 3F
HxX®gREFEMREQEERIAGHD
#).
3.2 Opeg kR AY Kl R

it v o Rk AR BB 4 R A9 RO B AR R
Y HeE, EE24nm K T, HERBIW RZE N
18 400mol ™! « cm™'. EH BE AR = EF 59 M 1% s nik
AR, AR pH &4 T B A A R & RBOGL I,
FEFHERMET, 7 249nm F 330nm L FH FF K
W, 1F 270nm AbF F &, & 400—600nm Z
B — T3 R, FEPERGT, KK
YeYeiE# B, 7F 260nm, 330nm F0 380nm &bF
=EAN MK &, 465nm 4 F K g U H
Deeker &0 g8, #F pH 7.0—10. 0 SEE A,
bt s Rk AR ) IR OO S AT S B G IS B BN (]
REERBRRGT, HEATBELHM &
KRG, EEREMAS, JOLREN 2R,
M, HEERET, RECBREF LM, RHEKE
VRS ERKAEYRZ B ELRERENHEL
4T

N bt s e b R 45 4 T e, E A R
FRAERMT, HRAY BB B 6 22 4 A
BT, B5F2LaYmK, W, &, B, 8.
. K. K. fiY. EBBESTERAREY
mes, PR C kERHERE. MRERN
K, B SKMERAEILG NG
SEXKBENEL. EHRED, EpH 6.0
B, Ak R s obk AR B 9R R WL 7F 249nm, 330nm,
7E 5mmol/L CaCl, F, =ABEE S Ca’'
ARnEY, HkUig M 330nm $##HE 348nm,
[& B¢ #E 5mmol/L MnCl, 3 # HgCl, §, 7]
FF A 330nm PWRKEHBIERKPREK.
WERE, FEEERAE S g ek R Y A A
ZB-PQQ, [F BBkt BB A i BKBE-PQQ, BABE-
PQQ 7 220—330nm [B)F /53R BF A M & 1.



1995; 22 (1) £Vt FSEHHEHR

Prog. Biochem. Biophys. + 25

S Sb, N R R ik R, 55 B S AL 7R AL AE TR A
R, EREAGIEER R A BAERD.
3.3 WeRuEuARAYAFEIHAR
3.3.1 MEERBREMEONKE, 257
MERTEE RMEKEARE. BRAR. 4%
BB, HERREE., RZ RS
BS. WIREILE. BmEABAILE, HKEELL
KRB 8RR S BS th 2 DA ol ng e ol AR b A
Bl FAEZHAES, REQKRIEY
IRERAE SR EHE, 238 Q LT
ZiBB R T ZEME, REERKFATNE
PrfE. e XLHR SRR, |k, E28 1k
6 ) X W U B 6 PELMT VF B 3 9%. Matsushita
HFURE, CRETRENTERABESS
FREEMERE S D-H %508 S B R A (B,
Acetobacter aceti Fl Gluconobacter suboxydans
MR EBETRENETHANNS, CHEER
BFEEAARMAMLEMNHEE Q BFR#H
H, BRE O W5 S8t S SRR F1E
B, FEGFEESFHRESEEEEM, Fat
BT AR R T, B M A T &
AR b, BRED PR S A
M, e e W AR 0, R WL T 1 R Y R R4 1L
3.3.2 mMEHBEEAKAKEF FEZ
B A K EFHF R, Rao Fl Stockes B2
, EEFSRFRBRRTFE-RYE, B
REDIE 4 ML AE <, FHREE R R KA.
fa%, Goldman 2§ A #y 28 M\ B¥ 83 4 48 W P 47 2§
EXMYR, HRAKELRY. £ 70 FR, Hi-
jikata ¢ A\ B 5% 7E BE B 1 48 W P A X Fi A &
MY E, BEREHEE, HHRTEMNHE
B, BERFRESIMYE, Wb, ZPIELRE
RMIRAEALRZE. ERAFRIEH, X
) IR R L % VEE T AR

ERBEDITRE (Salmonellatyphimu-
rium) FHIKBWE (E. Coli) #3832k
F, B TFHEERGRDELABERAT, EXRE
TN, TR EREARPEK, B
X ) H A AR AN — S HK BE B M R Mk
B, HEKBIKE.

Shimao UV HF 9 % B, T Pseudomonas
sp. VM 15C fl Pseudomonas putia VM 15A
BEEEEFRD, SiETETBRRIIHEBY
B, BEFEMHARIEBULATLmMERE
HMEERKHET, ZEFREMEERER, &8
NERHR L EREREER AR ELER,
t RE 1 DO R A < 3, P S MERKBR 7E 0. 05—
4. Ong/ml Y TEE M, FEME B9 £ K ERAE
KB EER B N . BRik 2> #h, mbeg
e B AR i )& Pseudomonassp. VT1B. VASB,
VM6B, VM10B F| i R Z B r e F A K HE
3

Ameyama "R, L IE v MK ER 3T 4
MAEKAERTEHRMEIER, K, nhagmn
MIENVLT/HEKEF, HEEREN N
700 3 A B S RO B SRR B b, T,
g K ER E R AV E KRR, BHFAREE
8 Tkt 30 g 38 < P S AR IR A 6 40 Bl R R

. 4h, Long Baoxiong %24} 18, iR M
WEERERERI M S FHE AN R MIERE N T
K, X TR AE A S g e AR UK BE AR O, JF
HAEHEYSBEE P Mo gL 5 T #
BER.

EREEEY. WAy, 8z
FAEEWMEEWER, EAIERFSHYHEE,
ERERYPEREERETF. B FMLEE
FThEE, tLEERMM AN ER, HPEH
Mk, RFAEEDH AR, REmMK, XFuit
S MEMKER A S AR . AV, 4. ThEE
MEYMERFBERHE—SHR, XXHEHEE
¥FRMARAREEMEREN, FH, X
MRS ERRRERSS. BT, RIHEH%
FEHNAGERFEELRE L.
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Advance in the Studies of Pyrroloquinoline
Quinone (PQQ). Zhang Jingwei, Zhao Yong-
fang (.S_'chool of life science, Wuhan Universi-
ty, Wuhan 430072, China).

Abstract

a novel prosthetic group and differs from

Pyrroloquinoline Quinone (PQQ) is
nicotinamid nucleotides , flavin nucleotides
ever studied. In the recent decades, PQQ has
been studied in Holland, Japan etc, but it was
started studying lately in our country. The
discovery, isolation, purification, assay,
properities and functions of PQQ are intro-
duced. It is beneficial for further studies of it
existence, reaction mechanism, biological
properities , physiological functions and appli-
cation of PQQ. Studying the new prosthetic

group has important significents in theory and

practice for the development of enzyme
sciences.
Key words pyrroloquinoline quinone, pros-

thetic group, isolation and purification
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