31) > A b v 7+ —%iE Duchenne R1&
& 3 X himERkF o> Adenylate

Kinase
®
= 7 f1 %
Wt 1% F B i w o o B W
Jokm I O - B
ok W F

Adenylate Kinase (Myokinase), (ATP-
AMP phosphotransferase., EC 2.7.4.3.,
LT AK & 8E9) 3,

ATP + AMP = 2 ADP
DIE, R & B3 28 3% T, Lohmann
G & L T Creatine Kinase (CK) & BiE
LIRS, & biC ATP EE, 5RIZEET 3
BRE L TUHEERZIZLOHT AL —RH8E,
BEELEEL L OBRTHS.

2z, CKizlo~y BRI SE HBFFE
DB T EREZNFER LT, T4
BFoAEEMBICBIT2EEIFL L 5,
B LICHEKENRICHE DB N2 T A&k
2+ isozyme pattern B L 2 L, #Fo
pattern {2 k 2 ZJE#E D group 51T & 2
&, W Duchenne BIFi o2 b w7 4 —E

(LT DMD &859) 23 LWL DN
THRBIC BV ORBETY, Kok, mEdo
AK {EPEd L 1F isozyme pattern D ZE LoD
HENFEL LNz,

*BBAFEFTHE AR
* % (B RARR

; R & Ak

MEIZ, BEASLIUCEEGERER, &2
DMD TH 3. &FHE, S E I ERICE
N ZiERHEEET B EMEBLE, BLUR
¥k, MFETH2 . Wk I3TEHR 1268FR L
ROLDERHG, REEE LIRS EHEGE
WA (EER) Tl -nmEkevil,
MmE, #EEHEE& & 7, RIFEMEZ T
572 BrE L 724, #k %0 2 T homogenize
L, 24,0008, 305&E.04rBEL /2 L% &4
L7, #FMEK homogenate D{EHIE, Ta-
naka 50 HEICY -7,

EHEDREIL, MEE (ATP + AMP —
2 ADP ) #H\TfT#4\, L5 ADP %
pyruvate kinase, lactec dehydrogenase
& coupling 28 3% Z &2 k) DPNH g4
22 THEE?D Lz,

EEEFHIE, ZETT1HMIc AMP 14
mole #Z L X 2 MFEREF 1 unit & L TH
HLU 72 (ERREAD.

isozyme pattern (&, AKIERG( 2 ADP
— ATP + AMP) %2 FJHL, tris citra-
te buffer, pH 8.6, starch gel BERKEI%L
477\, zymogram F/EBIL CHEL . B
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g1 AXEREFOAKELE

(Unit/g wet weight )

LIRS oyl AxkEum LI H¥| AKEER
PR S 54.5 x ] 3 9.6
X ik (k& 4 36.9 ) B 2 7.8

. (P 3 T.8 LS ] 4 13.6

o (F#) 3 6.6 3 4 7.8
R (i B 4 4.9 i3 4 37.0
~ (MF%) 1 a.9 m oo > 2 1.6
o+ L 4 a.2 [ 4 1.2

_x 3 6.0 L3 4 25.8
< RCENR) 3 4.8 o L} 2 22.38

- (Em) 3 6.1 » 4 19.1
» (HEW) 4 36.4
» (EER) 4 32.0
[ 3 2 7.6 [# o =] o] ses ]
Es = 2 1.8 % Unit,/10" erythrocyte

A pkEhi Fildes-Harris ® P HE, HREIE
Povey 590 FiE2 WP LA L THW.

& -3 .
1) E# ASFMERSBROAKBEESH(ER)
BREEGCl354.5 Units. g wet weight &
HLE <, FED, BTIEI0LLT Sk L
B (B35 .4, AE5EEE32.0), #T37.0, B 25.6,
BT 22.3, BR19.1% KIdBaNEENT K
BTHDL. B, K, B BelomnBEE
LE#ETL, £ zymogram (&) T, &K
MmERIZ A 52 AK1 2?2 band 2578 & H T
TWI EREIrOHTHE ., FOBKNDAKESE
39.9 Units.” 101 erythrocyte > &\v>. I 11
{z hemoglobin 1g #7211 120 Units~gHb
7D, AOKREHBOFTRLELOD
120THB.
2) DMD % ofhorgrinBisod A KiEHEE
EFFMERD A KiGPEES33.6~44.3, P
39.9/2%FL, DMD TiZ, 38.7~43.6, FE¥
41 2 EHH LN LD -7, iz, limb—
girdle % PMD (32.5~43.6, ¥#39.7) ,F
SH % PMD (42.3) TLEM S NG
7z,
3) DMD ZDfnEEHH O A KiGHE
(®2)
FIEH RO A KigEEIZ, 1EH49.3~58.6,
E#154.5/2%kL, DMD Tix 0~36.6, “Fi
15. 9 BEDFEHIRT A LN . BEHED

#£2 AHFOAKFEMME (DMD)

( Unit/g wet weight )

Case 8B & AKEMEE | (FHE)
A b WK 49.3
EEH® B 5 MG B 63.9 54.6
H2 B E B 68.8
H3 » BB 686.1
Mor; Y,|5 M & B 11.7
Kad; K| W L% 2.4
Ari;T.lamE%| se.e
Nis;s.|aMEB| 18.8
OMD Mot; T |5 B ZH | 36.1 16.9
Fujs S| LRERE o. .
4 ndFRE 2.7
¢ BRAWH 13.6
MorsS. i M B 12.2
. i I 12.8
Yam; S| 5 ML % | 289.8 | p b
L4 BB E] 46.4 | 1906,9
PMD Yam;N|st ML % | 183.6
(Becker?) L3 B oM B 60.1 [®marw
Fuj; YA MILH|117.8 48.9
4 BB 40.3
Yas;MI= & ¥ | 186.2
ALS Mat;T.|= B H [ 106.8 123.7
Alz,T| ®Z%B|130.0
SPMA HisyTIa LT H | 164.4

ZELUOEETEREBEEOMALT VDL H >
72. %%, Becker % PMD » EhH i3 31
DERBIZB T, WEHTH 2ETHICE
WT, 117.4~289.8, “F¥5196.9 & IEH o 26F
PLEDEE LR L 20%, WENL L ENE
Ti340.3~62.1, TH¥J48 .9k IEH & EHRH
-7z, F7: ALS, SPMA 5 T4 105.8 ~
154. 1 EE & D EEIEL Lo Tniz,

4) DMD fuE@EMENEROMBETD A
KiFHE (R3)

MmiEFAKEEEIZ, @ERE2.2mU/me
{2xtL, DMD ¢l311.9~84.0, F¥33.9&
BEEDS ~40FIc EAL T3 . B, E
BlHs 7 A%, limb-girdle B, FSHEIB L
*myotonic dystrophy, pelymyositis T %
7.0~26.9-=\ .

5) A&MER2: AK isozyme pattern

(1)

AK? 320 isozyme B ( AK1 18, AK:
2, AKs#) oW, ATP, ADP, AMP
PEBECILIEARDAKTHZAKL1 FHE2 K
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#=3 ME+HHAKEMEE (DMD)

(mU/mt)
Case ,EAEK@ (F#9E)
TaiiA. 2.1
iE L] OgasN. | 1.8
2.2
o] L Yos ;M. 2.3
KawsY. 2.4
Ara;T. |36.3
Oka:T. |[11.9
D M D Oue;F. |84.0 (33,9
Tan;H. 30.8
fzuzH. |17.6
Limb—girdle | Kat;S$.]12.9
F 8§ H Oga;S. 7.0
myotonic D. Mat;N. | 26.9
polymyositis | Mur;Y. j 20,2
R T
OF (EE) | ‘ ™
AN " | § =
X B | @ =
i | 4 W
% | 4 =
A om B | @
-> 1 (+)

1 AKFERE2D AK isozyme paitern

#FLz., AKe: BIEEE, RusRciziss
i,

bk, wkEhEkEr IR T, AKi#%
1, 2, 39329 band iZHEIZK 5T %
ZE (EI) el £, Zhuck-
T A& AK isozyme pattern % 5D

—340—

7 group {2550 7.

BIEHEE AK11-2-3°C, &, AELEH
LINHTH B . LHEIE, AK: 2 ¢ band
A55<, 2, 3nEE&/EEL, iz AK:
HH-T, AKi11-3-2+ AK:2: 2 FEHL
3. LEORTERE, KRB, HEEE, EE¥
T FNnbZoBTHL . B, FEHTE,
AKi1 2 @ band %A LY, AK11-37,
AgNOsz ik 2 AK1 BHEIZLE T AK:z »
BEIZAEL TV, ZoiRiziE, KA,
B, &, B, KB, FE, BT EAS.
P, BRTIE, AK 1#i3 19 band DA T,
filic AK 2& AK sdsh ), &L A5ZFNFHH
EREL>TBEEZLNE ITN—T7T,
AKi1 1+ AK:2+AKs&FEbHbL, K, B, 8l
H, B X AL, RMmMEEIZ AK11— 2
ThbH. AKslE, FF - B —7Cix, ADP
DAHEEBHEEL TRBEND Z DD 5 D5
GTP, AMP # #H: | THBBLHEERES
%L, MBS DFEEDHERICHFES 5.

6 ) DMD X f&Efg3> AK isozyme pat-
tern (3, ‘B HLIAME, 13T normal pat-
tern T& - 7> . DMD #RmE AK isozyme
pattern i AK11-27, IEWNE* BEE,
pattern & LIZEN A LNL o2,

7) DMD B#&%5¢> AK isozyme pattern

(EHE2)

E#‘Aﬁﬁﬁ’ I ‘l @
DMD
Mor;Y. l

DMD i
Mor;S. ) ‘
DAlh'ni;Tp. l ‘ai d

E¥nE | }
B

=) 1 (+)
FA
2 AEBE¥HD AK isozyme pattern (DMD)



IEHE AK:1-2-3icxf L, DMD # Tlg,
AK 18 AK,2, AK.3 &<ic AKh2 o
band DBH & 5 2 i AT A L L7z

% =

1) AKiZ, BBretoRHichsr b
, rat TIEZEDEMEGAAEL LN oRE D
WY DB B, ATIIRIZEERBSOBME
A RIS L L RIHE ST v ARERC
Tl EBHELPIZL 2,

2 ) DMD Hivhon A KigtEn{E T, 1963
4 Heyck & A BEICHRE L T 2% Bl & —
4 545 ALS, SPMA7 SHEIRME R
BORBH TEEH LN LIS EEIFHV &
Vi) BRI I RE TIC R EOER-TITE,
A EEBEER, BL2IC L TWERN,

3) DMD, limb-girdle Z T Mg~
AKFix, BEIZ1966%F, Kleine &5 2 345
LTvw3%%, FSH, myotonic dystrophy,
polymyositis M MK A KB4 23Sz
FCIzhl, MBECKNES & LML 20w
A%, AKizoFEd, CKBS81,000izxtL,
21,000& /3 <, LWL T 20D
LAz,

4) ABFEE2R AK isozyme pattern
2o TiE, 197248, Khoo & D3R4 70 &
D5H BAH, V3D band HF sharp I2455-4 4L
T, FLERBBDL 4—-8IZRLN T
5, Rz b6, WkEhEE TR L Tsharpi
band #7155 Z X I2EIL, =5z AR
BROF oy — ik - T, T %5 group
AT FAN

5) DMD B¥H CIZAK.2, AK.34H
AK ;29 band DEE 570 A % e 72 H5,
ZHITBRICEREDH L Y ORHBDNATHBET S
ZCIINETHY, WELELATLWHE
EIZHZIAKDED FE iz, RO
BLhEZE 2 5 ETRBRBVERTH B .

s ]

Adenylate Kinase @ D IEH A &FE2IC

—341—-

Bl BEMSAE & %) isozyme pattern#BH
Loz L7z, @BmpPiEElx, DMD TH
FENE T %2 5, TR BRI T

ACEESEGCE VW) ERBWEREZZ.

DMD #;¢9) isozyme pattern T AK15 o
AK .2, AK,;345i2AK 2 ? band 8 5 >
WL H 5N, DMD iR E & @ BEAE
B3 ns.
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BREHTX R b OCRGEENXTER) VIMER @
WX D—HTTH. BREOEECRENMR TN IR NBYET

Adenylate Kinase(Myokinase), (ATP-AMP phosphotransferase.,EC2.7.4.3.,
OO0 AKOO0O)O,

ATP+AMP < 2ADP
O00,000000000000 ,Lohmann0 0 0O 0O O Creatine Kinase(CK)O [
guooo,gggATPOb,00bbgoooobobobgooouoooon

gouoo,guooobbugogooon.




