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(pH35—-10)) tedic—fbtLiE. FEAESKIH (IEF )L SDS KV 727) 473
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MODEL PATTERN OF ADULT SKELTAL MUSCLE PROTEINS
BY 2-DIMENSIONAL ELECTROPHORESIS (IEF/SDS-PAGE)
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2 »
T g &
ES sLClr o b
| fLc1-* 1TN-¢
esr= e
fLC3¢

M1l 2K TCESEKHECIIHERDETLAZ—V

musele ) 3 -4 IcRLico 2h b5 TNormal & pne 28T 5L, REORGERL
Tibialis anterior muscle (K -2 D 5@EICHE W T, Normal BB - 1&ART LIk 3
F Y vREIFEGETCHI0KH L. pneTiE fLCLIZHT5 sLC1 OFELNKE L, Ek
TN-Clie BWTHBHE O sTN -CHEELTHY ., HEAO SO Bh I BRENTR S LT
WB, B N&Z iz, —RIEHKIZAX % Soleus muscle (K - 4 )icBWTHRAKRZ LHER
ENico BN & LT? Soleus muscle i BHICHER Slow -type DEERS 2T 5 003 &l
THENIEHL, K-40 581 oBi)5 4+ vBEPERSH pmelz BV Tk Normal X 9
Fast-type ® 6 DHSLRICHFIEL TR Y, 72 TN-CI2 BV TH pma TFast -type 235 S FFEL.
SEASBRTVB T EER LT Wi o LA L, Plantaris muscle CREDO X 5 2ZER R bhud
ofco;hléliﬂﬁ%@ HEBAEEBA A EFICR 2 5. BICEH O Soleus musele THE
HEOREBEFREVEFECRZ >TVWIZLERTHEDO TH Do Soleus muscle DH —HHRHETH N
AR, H-5RT X9k 2EE0FENR DS W) T, Normal $ pmae b HIfZIZ
EETHDZLAERsh, B-40RT R 2@ HoFEEDEVICLZbDLEE
AbNo ZDEIRFILOBER prePEEBHF TR L S 2 ¥ A E TT. DRI Normal
LRILE I e EB Db L L, BED H5 Tibialis anterior muscle T —& LIz B
fERBD SR d oo

Ric. RBHEZTFTLDHO 74 Y #F A a2 —vERT (K-6 Do & Tid. BT
( Extensor digitorum longus muscle ). Tibialis anterior muscle , Soleus muscle, &
% (Cardiac muscle ) M ICBIT3HERER LI M-6208Mbrk Xoic. FEHOE
LWEDL, TIBOEMNEEEL 2TV 3. ZhoNHEREEE-1LELDko K-



WHOLE MUSCLE PROTEINS PATTERN OF
TIBIALIS ANTERIOR MUSCLES FROM NORMAL & PMA MICE
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A-type Single Fiber of SOL B-type Single Fiber of SOL

OH ., IEF H OH — |EF H
- 1w .
Qg 3 «an B
. .
~5TM l ; -8t
| 2o PR
w w
(V] [}
: :
& @ & sLCli.e
o sLC1 a o~ IkC1
w 1]
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T e 3 .
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X5 b7 A0 Rk o AR R G R () L pRIERIE RO BE RO

A R
#%1. LDH®DO 74 v ¥A s0EH
Sl e LDH ISOZYME
NORMAL & PMA H-type(%)|M-type(%)
1 ;; 3 4 ‘5‘ .s . 7 i 9 10 EDL (N) 20.3 79.7
M4 ‘ (P) 16.3 83.7
s bl oo TB (N) 13.6 86.4
. e v (P) 15.2 84.8
PE PC Pc PC PC
: (N) 42.0 58.0
EDL TiB SOL CARD SER S0L (P)| 318 68.1
o] 51 | e
K6 LDHDOTAY FA L 5=y : t

(N): NORMAL , (P):PMA

1Tt pmaicBWVWT, EDL & SOL ORFH# A M- type B3EML T3 & TAPLERZ RS
DRGENE D BN Hic B L EbN s SOL DEBRIRB OB KIT. £OHEQD FILOE
WAL KT AEAEZRLTWS. B THAN L 25 SOL TREPHEAIC L 27 L
EIE—FT 5 LDHD 74 V¥4 a3 EET 22 Lhn&nre (K -7 ) o B EHER
# (Typical slow fiber ) T45~ 55% M-type DF v H 20K L. PR ( Inter-
mediate fiber ) BZN260~T70%Tholko £NDE- 10O RLADETELDL.
AR D KB LD BN pma i BV TELT VB I LERT D TH Do

BRI MEDEBREOFERC O VWTOR £&2 K - 210 £Ldko 2T TR, Normal & pme
DRIV THhOBERCBW TR ELRENALNEL oz ZhIT. prmeDERPHOELLE LI
H U T, TOREBOBUNET Lickdiclifhic B0 HBEAZR S hns ok fJREHED &
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(Single muscle tiber)
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Typical slow fiber
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ENZYME ACTIVITY OF SERUM (Unit/1)

CONTROL PMA
SEX v 4
AGE wk)| 20:4(5) 2027(6)
B.W. (a) | 27-423.0(5) 25.2:1.6(6)
LDH 126£33(4) 112:34(4)
«—HBDH | 14.8+5.5(3) 15.227.7(4)
CPK 146250(4) 141£34(5)
GPT 1.820.6(2) 5.622.8(2)
GOT 0.6+0.3(3) 1.0£0.8(2)

X + S.D.(No. of samples)
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BEN5 A+ 10 a b BEEERRE -7 LOLFEEK SV TRELOL S REEREN I, M
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Animal Area myelinated of
b2 fiber m.f./ 1,2
P17 (MDY.C 10) 172417.5 839 0.049
P17 (MDY.A 18) 9440.1 609 0.065
P19 (MDY.C 15) 15486.3 727 0.047
P19 (MDY.A 20) 1656666.6 866 0.055
P20 (MDY.C 23) 18366.3 1133 0.062
P20 (MDY.A 24) 12331.7 767 0.062
P : day after birth
MDY.C : control
MDY.A : affected (homozygote)
Diameter of Number of myelinated fiber
myelinated Hbo;o 28 50 75 100 125
MDY.C 10 (P17) 0.0 - 0.5
0.6 ~ 1.0
1.0 - 1.5
1.6 - 2.0
2.0 - 2.8
2,6 - 8.0
3.0 - 3.5
3.5 - 4.0
4.0 - 4.6
4.5 - 5.0
5.0 = 6.5 ssesse—
5.6 - 6.0 =——
6.0 - 8.5
6.6 - 7.0
" 0 25 50 8 190 126
MDY.A 18 (P17} 0.0-0.5 = *
0.6 - 1.0
1.0 - 1.5
1.6 - 2.0
2.0 - 2.5
2.5 - 3.0 .
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4.6 - 5.0 commm
5.0 -65.6=
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LDH ISOZYME
H-type (% }M-type(%)

ep. (M| 78 92.2
M| 9.9 90.1

(N)
T 9.6 90.4
M)| 4.9 95.1
soL (N) | 27.2 72.8
(M) | 23.4 76.6
CAR (N) | 45.2 54.8
. D(M) 46.3 53.7

(N): NORMAL , (M):MDY
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