FEEHREREMAETE]

YR r7 4 —EORE BT 3 BT

BTIE (=4FEE)

HE A5 34F- EERFF ek i &

HE 544 3 A



Wt geshds EDTERRIC H 72 - T

JEAEARLHEERRRE Y 2 a7 4 —EDBROFEHIZ T 5578,
DIFFRIEE, BBAS2E3 A% L o T T L, BBRIS3HEED &3 L < E4E
BRI BRI, B At e 74 —EFRIEE L THERIL L,

B LWIFRHER, EFERT —=lcE0E2 4 DDPE TR E N, 58, BRIR,
HEEFICELIERE ) LIS LA L EEE 2 ARl L2, EAEEY
R, BEMMfEL> 7 —, BARGY A P a7 4 —HEDHES, #53E, MR
R ELL 7

M2 A b e 74 —ENKEICEET 2 BIRAUIE ) BEX, ZOWNDOEIET
HNETH, ROERE L TBMFELZ T2 Lc% ) £ L, RN
BH Y A L e 7 4 —IEREIR, BRIR, JREEERE, B XU R A & HK
L, MEDREEZ KWL, BHEOHEZESTLOTHY £,

AU TIX, £HMENFINF THOREADNHRER - $2, TII2EOp
DEFLWTATTEMZ, HROHEMEL I ) F LR, T¢I, EEYEL
KENFRERDG L ENF L1z, REEOWMFERHRERI, FOHFEREBIZFD
BOLDEMIATEREZB/ILNTHY 5, ZiUd, AFEHEOHLE, HOF
CHREMRESMDERLE A ) LbOTHY, BREL TLh bDHEL
zLET,

By At e 74 —EOHRENRTH LIHREDSHFEZHEL T, 4% Tl
BFGE 2 60 B FIAE I b, SR L RSB L A RETHY), 20
HENEARS ZHEBLTH) 7,

BEMI544E 3 H

Ry = i M ok



S IEHEEE

I, U2 R 0T 4T X, 7 ZDFGwrrermeersssmssrssssasssssssssssussesssmssnisscans 13
DI S U = R A S OSSOSO 15
D) B R b T 7 f W L b 49
. B RO T7 4 —FEDBIE « FEIR & FEEAE T ettt s 63
B ) JEDeeeereeereerere ettt ettt sttt 65
D T 07 OO OSSO OO 76
€ ) T BBt s e 97
A ) HE Beeecoserscinisiiiisisssisisissnissinssonsssassenssssmmsssnstsssssssssatassssatesssssnssasssnssasnss 134
€ ) FRIMIER e & ereererremrernessereanesstsisisssis st s s bbb s sss st sanssnaes 151
£ ) H B o JBIE oottt sttt s e s e s 175
R g I A 205



4 Pk



1)

2)

3)

4)

5)

6)

7)

8)

9)

10)

. B —FERr, THOXOHSR

PRAPRT7 4 —F X DBHRB R AU 2 B B e, 15
IR A BE 250 45 PO YR K T EH B

WY AP a7 4 —F % 2 DFGEBIRICHNT BIZESAGBLEL e, 21
FUNKEEEEMAFAENT B 2 ETER

BEO A PO 7 4 —F X 2 BREE ORI L reerreseeseeesessnerssssmsascassansssossessnessasensees 25
BB RN S B SR R R s b A By

ﬁ%yxbn7/{_¥%@%*§fﬁxﬁ.yl§77,{)\*_ ................................................ 30
ERESEEREE L 2— 5 K B X

ﬁ“.} =z ]\ a7 /f ___9‘_3? ‘/@ﬁﬁlﬂlﬁi, ﬁﬁ?@rﬂﬂﬂﬂﬂﬁiégmgﬁ ................................ 34
ISTHF R RR Ry S ;|

BT AP 7 4 —F %> 2x9 % protease inhibitor (E —64)

DRF— BT —, RUB 2 e 74 —F %>
%%%wﬁﬂﬁkfbiéﬁ##gi ............................................................................................ 40
ERBRETHE > —RmRE— & b F &%

B AFa7 4 —F %2kt 5 protease inhibitor (E —64)
D EN Rt AL AR T - vvrreerrereneressereee ettt 45
WERFEEESHFHENS 2 H O F

2 buz 4 _v‘?r7xc:j‘ﬂ'—§—é growth hormone y);ijj% .................. memsmmmxm 49
FEHRFEEMHEMA K T EH 5B
B2 A b T (BT TS B B ER AR T T OB G 52

(DAEL A b a7 4 —-2v7 2 DSALREIRAEE H A0 HESE ) 8 5 1Y IR
(I 2 b a7 4 —=r7 212 BT 5 FEERZT AR Hi~ D f ik B2

HER T DZhHR
EMAFEEHE—AM H N w3k

22 b a7 g —y 2 P o R R R PR
FATE AT RUMEHIE L X JLrresersesnstemerteeintenicss sttt est et st e asesnsesessasestesensssssensesesons 58



23) @LUE':{%?E'EE%‘)X ]\ a7 4 _E@quﬁgzg{ﬁﬂ ............................................ 117
verrucose dysplasia |2 Bl % MEREEFEIFTE—
WA EFSFaERE B2 & B R
24) Central core 2B 2 i05 55 BHAAAGMIEZE - oeeeerereresesesnssnsnenessacnns s 119
PR 5] & tenotomy DEERH &H—
BREBRZEEFME=ZNR & 5L
25) %5&5’]7’]‘/ 7“ I I ]: . 3 j,e%ﬁ@g%ﬁﬁwfﬁggm% ............................ 125
JER 2 A EEBMAE AR £ B =
26) I A I ZBERL T O M B A LR TIEZE e eeeeeeersmersrnssssisistss s 129
R R AEAR 2 OB {8 3|
27) %‘?7\ }\ a7 4 '—{E@.%—‘%ﬁ‘%ffﬁﬁ;j?é ............................................................ 134
EERir s 2ERENAERE oS8 - W
28) I A4 P =—DFEERFICE T 3 EARAETEFEAYHEFD e 139
WONERREEC & B ERIYS F b= |
HGERAEE=EAM O E R R E
29) b= SRR FHITE T B A RGBT ZE e 145
B AyESRE—NR = SF IE &
30) HyAbPa 74 fﬁd)%lﬁﬁ@ﬂ%@%ﬂ%ié@fﬁ% I
gﬁmlqug)ﬂ-;ﬁ;; ........ g TR T I 151
E g s— & H E T
31) Duchenne dystrophy @ﬁ_{m}ﬁﬂ%t:ﬁ‘fé K+ ;j]ﬁ?: ......................................... 155
LEBAFEERS—RR f H Xk B
32) T ol XRMATHEHR A a7 4 —EICBIT S
é‘ﬁn‘nﬂiﬂﬁﬁ )1/5/‘7A 4 ~‘7 5% 7 X ................... 157
EBHREREEBEZAR E O\ # —
33) FRIMEREE Ca- ATPase JEHEE 0 & b 1 7 g s 160
FIE R GEEE 27— H OH OB M
34) Duchenne @%yx l\ 074__{]]?@5%]]1};}21\'1‘1) ............................................ 163
AMTEASREEREL>y— B B xH B
35) Talrr XEIU X w7 4 —ERRBDRMIRT 7= — b
B A 70— 2TEE R RIS BT DT L VG Areerereermsiresnriccisecineenaens 166
HEAFEEHEZAR B O & —
36) Myotonic dystrophy 12 3317 % 1) > 7 SEREEFEIT DU Trreremesessesesinmmsssnnsiins 169

KERRFEFIE_AF F F FH—ER



II.

11)

12)

13)

14)

15)

16)

17)

18)

19)

20)

21)

B X P AR7 4 —IEDRIT - R REREIR
Facioscapulohumeral syndrome : The non- hereditary variety------e 65

BRE# > s —fgmst & N 3

SR M TR BB D JE AT A oeeerererremrermersmsr st 68
—— = NN TRT > 9K (KWIK) o DWW T—
BREFERSEE W K & 4T

HeRMER ) > 3 A 28T OSBRI R S o oveverererrresorsesesmsmsnsse sttt s 79
PR RFW B A REAR TTE EACKER

Duchenne Zfig%:‘;x ]\n74_{]—'ﬁg).l§:¥.§éﬁﬁu .................................................... 76
SR ERREYRMENE o P 2 i

HEEREZRE, 160z —X>Vimezafile

kmmgﬁﬁ%pﬁ%%itvg‘-% E 7]—;{.7-_@@5@{5” ................................................... 80

EMNAEELBE=ZNE  JE OB £
5’{:76‘[%%“}?( ]~D74—-{f‘5@ﬁkl:l3§7§"%>ﬁff§"ﬁ .................................................... 86
— 2 FEFID R E—

HHAZEEFHENNE K T E B

MERE, BLTEAE Mo 22 RIEREDD 1 e 91
—HFIZ, TOHEBRATRIZDOWT— '
KERERRER-WR K £ i |

BT A P74 —JEREIREIC BT 2 IR DFFBUS D T, 97
BOFFBEMZENE H 3 =2

FERE MR R B DR EIC BT % fiber type HE &

motor unit W}%Eﬁ% & @E@EL:OL\( ............................................................ 102
BOMREMZNE B 38 £

YA ba7 4 —EEEHNRELISHE S RBERRLICEET BRE eeees 108
EOMBmEEMENE B W %

Duchenne BEL#EITHEB 2 b v 7 4 —fE (DMD) 12BiF 3%
Tﬁﬁ‘-iﬂ%:‘rﬁ (T-—system)@lﬁf'?ﬁ ................................................................................ 111
—ESEBE MR & 285

EMKFEESERBE=NE s O FE=%X

22) HiEFEBIZBIT 5 Freeze-fracture $:i2 % 3

S5 I B L D IS BE S I F ZRr e veemermeeememsem s s sttt 115
B ER A ZNE b1 NI S - 14



37) ﬁ%’:‘/“xl\g7/{_ﬁ‘ﬂ:£{-}-éyv7+\/ﬁ§% ............................ ....................... 175
BERFEREYBSE—~NH = & M *

38) Duchenne fg% :‘/q- =z I\ a7 /f _{it:ﬁ‘j—& ﬁ}l/;,q—‘/ﬁggj— ............................ 178
MR E R NE B 2 FAER

39) Duchenne BUHESTHFI A b v 7 4 —fEICBIT S
cyc]ic nucleotides a)gjjﬁé‘:o\,\’c .................................................................... 180
KERERIA¥E—AR % £ # 7

40) P A P07 4 —EICBIT B EHIEAREICBI T B R T e 186
— BRI T7 4 =BT )AL FliconwT
HEERRZEHRNE B R iE
41) HRRARTGHIEC ) > 70T T —XED AL > B EF T DU reerrermerennceencnenne 189.

HEAFEFIMIBE R EMRERILEEN B H ¥ 5L

42) MmEMb 23 E & T 2 H ORI 5 A I A sF — e,
Isolated method ‘: J: %’%ﬁﬁa‘- T 7¢)§K¢7} .................................................. 192
mEAFESRE—NE N H oy B

43) A=) ¥ IFF— & ZDOHBRBRICEED 2
F U TF 7 7 o AR B B et 196

44) BZHELERAZE T X 2B EZ NI L B
PR a7 4 —REDKE - BRI EI T B HFZ e 201
EkEESRE—AM & OB ¥ A



I. oAb 74 —FF, =V RADHSE

a) TRl 4—FX>
b)) Hivatu74—<72



1) > Xt 74 —F X DOMRERL
ZNICHT B REHDFLEE

Kk F OE B

e 114 fa &

1:2>2pA74—FF > DOFHRFE

Frix, A7 4 —F %> DHOFHE
ZEAbHs, COREM» LEAF 5, BBV E
DD EERFAYICIER L TALDS, Tk

LR TH - 7z,

WNERRUFE
NHEELT, ERHrLIZ A7 4 —F
X2 OWMIAOFE %2, PHLEE, 9,
IS 0L 2 BB L 2. B I EE A
W, FEIRRTHIL SRS T Tk, BHBE
#%, 2:8H, 3:EH, 45H, 155 A%
IZ2DOWTAT» 72,

& g

BIOPRT T, YR 74 —F Xk
MEEDEIC, ¥L A% BREA RoMEEIT
Rond, #7900 11 H B2 4 14 H BEICIXTE
FHIIT, DARHEREE D 2L & MR AT IR
T5. L»L, MOI17HHICK 3.L, X}
w74 —, MNEEY, WMHFISEH»TTL B,
T bt, SEEMDIC I VTIZHEIRETERIC
A7z, HEE N MIEEEIRERL,
EHEEDORMIKEEE S, HIXIZHR
MEDELAEIZ BB L T3 L s %<, myo-
twbein b Dz 2t v 7 4 —IT WKL T
izl R be7 4 —F%
> T % floccular charge |z phagocytosis %

Loz,

* RIBRFEFBELAR

#

* _*
¥+ B o B AT

SRR &, Zofh, APIEMIE, KHESERE
faze FOMIBRE»RED Sz, ZNHbNE
1bidhass, MR, WAl biiz, Zo
%, TN S5DEALITEERMRL, BLEEIC
0% EERMEITEICELSI L, BifE D KER AT
BBEICFEET 5. MERESMIC BT, B
BEOKRNPFRD S LNEDIKL, YA+ a
7 4 —TCI3ER5rayiz floccular change 22

5i, % 72 Gomori-trichrome 253 THed
%, vhHW A ragged red fiber (2R WETR L &
LiLs, F7, ReoREL HFMLEROY
Z a7 4 —FXro—plTik, TEeERn
ARSI BIRE LTz, Bk
2BBICZB L, PAPTT 4 —DHRUED
KAAETEIZH &), KRERHEY» S %
5. 2GR TL » L LFHTH - 72,
F 7z, BARHEIE K & & 112, angulated fiber,
ragged red fiber, Ay ZEHATR L EEDH L
iz, PAS et Tl3, BfRHEE 3 XI5
BN, &IHEZAHDMHHICHEEENZEAL
&, IMEIRHED grouping AEED H L7z, X
BT, YR M7 4 —izkiigl TEkiR
BETH-/2, FH%k3:8ETIX, 2B
EALHEICERH & e 5, 72, #H b1k 3488
ZBITZP R 74 —FX0lgHn, #
Befaic k % & 513 < LEARTIE, HRMEICE
HEDEERT R8s bz, bk 4 H» AT
1, BBAMBHIIEICKE 40, Fulixoty
Tm, EhRHEDMIZF L, ZFooft, B
*/INAF], ragged red fiber, /NERRHEDgroup-



.

i

X1 BHtE#C A7 4 —F X~
Gomori-trichrome 4 X 600

w

2 Wb 2 BEECA w74 —F X M
PAS % X300




3 Wb 2 EEHIaY be—LF X M
Gomori-trichrome & X< 300

X4 Bt 3EEC A w7 4 —F X U HE
YL X200



X5 g4 HrAC A7 4 —F X5
Gomori-trichrome & X 150

6 M1 2AC AR T 4 —F X VI

Gomori-trichrome 2 X 150



ingb AAERICRES Sz, Lo LB, K
EHRBIRICESA L, 152 A7z - T 3EARmIc
EHFEVFLCWHEIIA LN D - 7,

2 22bAT74—FFrOFBRINTIE
i (-

A PBT7 4 —FX0F, BRI
% 2B BETZIC, PIEAL L O AL~ BEAYS
WARREE L TR 5 % B ReaaZ (L
b REIBRIZ, 258 B I o BRMRHEZ 1E - 72,
KATREHHER & e - 72, s DHEIC
BEEDA & D DREZ FUTT 0 8 ) %2 FEH
&, IEHRELTOURENFEZMS 26,
UTnERBRZIT- 72,

HMRRBRUTHE
PR bPa7 g4 —FXnlHbig, EHIcE
BAZ52, fEkoaAfRIct? A a7 4
—F X > DRAIRIE & HERETL 2.

number of success in

SRlnERAELEL T

FRE B AT ORI -L T L iR
HL72Lo,
ERAC2 T H AT ORI NI o4 1]
HL72bH o,
O 2 FEI A L 7z,
# 2

EERAERTIZL, 2& bEEARICHEL
T, REMIMNI L Zh - 7255, SEEHEELIT
BB PRz, B bk 7B HICHIT L 72,
PIEARL & 9 SEAEA~ O BBZEHCEF 0 10 M
ABEIC BT, FEHTE RUREKRERIC
HELT, £ L Th, &0 ERIFLHE
RRERLAZ(AT). ERAOKRIH»LHNEIR
RIDBEYTH2H, PRI 74—F%>
BT, B L 2EFELT L LR

BETIR W EDENREH72,

Muscular function and body weight in dystrophic chickens

rising off a flat surface
when laid on their backs

@ fed with ordinary food
@ fed with experimental food 1
O fed with experimental food 2

body weight

10 -
@0
O
5 o
°
® (0]
o0
[
0 o ee e o

5008

1000 g

M7 EEREHESMOESHEE



=1

EEREIHNE

A : ordinary food
(per 100g of diet)

B . wheat germ

crude protein 20.48 (%) 32.13
crude fat 3.19 9.75
crude fiber 3.03 3.15
crude ash 6.88 4.63
vitamin E 30.00 (mg) 57.78
nicotinic acid 39.09 34.47

vit. B, pantothenate

vit. B, pantothenate
folic acid, dextrin

experimental food 1 : A1/2+B1/2
experimental food 2 : A1/3+B2/3
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5:8H, 88BN dystrophy chicken,
control chicken 2 PL¥>% @M L, PLD
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B 1 Size distribution of muscle fibers
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&R REERIIC A B &, 31kt 13EH I, dys
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Dystrophy chicken i3, white fiber |1
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DD HL B &b T %Y, X chicken
@) control jf; Tlx, embryoRf i3y, SDHiEE
# M oxidative enzymeiE A5 {, 414,
maturation & 3z, L72WISEAT 2 DICK
L T, dystrophy £ Ci3, SDH iEHEA S F
R B EIAIATSH ) 29, maturation arrest
HUREEE LT %9, 4-[Al) morphometry o)
#EH A 5 13 white fiber TH % PLD #3512 3
¥ H Ll#%ic fiber size distribution As35 | 7>
DIZRL T, red fiber DALDFICIZH E H =
252, B & 0 white fiber 2 2 b L
LG WEZ ISz, X maturation o BE IS
Bd L T iz, dystrophy %5 ¢ PLD f% ¢ high
DPNH diaphorase fiber #54 % 1 54 L 7

WEHELL, BULEwmIrEILNL LarL
dystrophic process |3 embryo »* 5% L T
WB D, SHMLIED L D DEEHI TS T
4-E|, DPNH formazan dépositsd) #
ZRHAIL 728 R 5, b1 BHIZIEEX
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X 1, mitochondria o] & D ELHJD BHE A
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sia, PLD Iz 3515 2 high DPNH fiber
DEWEIEDEE, T low DPNH fiber iz
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& dystrophic process ) BS{RI38 & » T
T2,

v,
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ferentiating muscle fibers. Develop.
Biol, 13 : 163—181, 1966,
3) Cosmos, E. & Butler, J.: Differentiation
of fiber types in muscle of normal and
dystrophic chickens. Exploratory con-
cepts in muscular dystrophy and re-
lated disorders. ed. A. T. Milhorat,
Excerpta Media Foundation. 197—204,
1967.
Ashmore, C.R., & Doerr, L. : Oxidative

metabolism in skeletal muscle of nor-

4)

mal and dystrophic chickens. Biochem.

Med., 4 :246—259, 1970,



3) BT A bu 74 —FXERBOBEERS

*

S RO - S &1
* *
mERmAE | om F B4 M o X
HEATEH A P o7 4 —ETIE, BHRHED % R
FEREY I E SN T 2%%, %M 5EH 1. SCE# & Hh#tks

o dystrophy chicken iz BT, FHHED
HEZTRETLEARAMIEDLNE Z & 2 HE
L7z (h#hizs, 1978)%. Z oo, R
FEHRHEO BB, wmEME (SC) ok
U Zopfila~ogib 5B bnizZ & T
5. BKHEIC BT, SC ofEreayZ(bic
EAL, A a7 4 —HOBEERETL 2,

-
—_

p7) &

Dystrophy chicken (line 413) (LLF Dy +
X ) RUXESF X > (line412) X~218 F1%&
FRLZ, Wi 3TT 26 FRicolT. B
b5 HHB» 5 40 HB £ T, 7 HHRIC TG
Mg =i L, Y27 2T LT, B
ERAREIOM 2.5 % glutaraldehyde (pH7.3) T

BEEL 2z, Z0t%, WMEMbAZI 742k D
HEZE, » 5\ iFlanthanum s (Revel-

Karnovski i) #hnz 7z 6, oo < Epon
TIEREEYIN EED, BEERY T =—, $8IR
DZEREFHL C, EHORERICHEL 2.
SC#h# b L Uitk n HEIC H 72 > T
I3, MERTUIA 2 ECEEREHIC THREL, &8
M LIz 200 EDFHFIRMEIC DT, TS
BI5 L CTv 2 SC iz & it & 282,
ARAE 100 A4 ) oEEICIREL, BBE3 T
F I DT DT & AR HEREE % Rd 7z,
BEME O REICIT ttest 2 AWV THETL
7z, -

* BERK 22X AR MR BT T 1 EX B 1 AR IR AR

TARHE 100 A< ) o SC %85k & Sh¥siii

R1oWL T, ZOFEEMENEILER 1 IR

Number of nuclei per 100 muscle fibers

L72. 8T SCizonwTad e, BFX>T
i3, 15 BHLME, Wwind FHEs 10 B
TC, »OoMHEORICEEZIZ L, TF—
ENEERL TS, ZHICKL, Dy #% >~
T 19 HEUKE, WTIh L HBEICHLEAER

Day after birth

Changes of mean values of satellite
cell nuclei (SN) ,true muscle nuclei
(MN) and of the total number
(TN) in dystrophic chickens (Dy)
and controls (C)

X1



#& 1 Number of nuclei counted within the basement membrane of developing
superficial pectoralis muscle. Values are mean+S. D.

Number of nuclei per 100 cross cut muscle fibers

an?(gr Total nuclei Satellite cell nuclei Muscle nuclei
birth
C Dy C Dy C Dy
5 46.2+9.4 63.5+10.2 9.6+3.8 15.0%6.2 36.6 + 5.6 48.5+ 5.1
12 56.1+11.8 119.7% 6.3***4.4+1.1 18.9+6.4 51.7+10.7 100.8% 3.9**
19 58.0+8.6 158.1%13.4**61+2.2 21.3+2.8" 51.9+7.9  136.8%12.4***
26 71.2+6.8 176.7+30.0° 6.3+0.1 = 25.9+1.% 64.9+6.7 150.8 + 22.7°*
33 871.7x6.1 199.5+£32.6° 8.2%1.1 4l.1+£7.7* 79.5+50  158.4+39.9
40 87.5+9.6 212.1+36.5 85+1.6 30.7+4.1"** 79.0+8.1 181.4 + 33.0°
*PL0.05 **P<L0.025 *=*P<L0.01  **** P <0.005
%2 Rate of satellite cell per total nuclei (%) uf

Day Control Dystrophy
5 20.3 1 4.0 23.1 £6.5
12 7.8+ 0.6 15.6 + 4.7
19 10.5 + 3.8 13.5+ 1.7
26 8.9+0.9 14419
"33 9.3+ 0.6 214 £17.2
40 9.7+1.0 14.6 £ 1.5

Values are mean £S.D. * P<0.05, **P <0.025

DmMERL, TOFHEEDL 20l L& 5.

Kiz, £Hiaikizxtd 2 SCodish 2EE
#RDBE, R2EUE2HWM TH S, Bl
B, MBF x> CidzE#%5 B HICE SCHH
20 %% Lied B A%, TORBHICELL, 26 H
BLgiR, SC o 5o 2EIE&IS, WTALFY
{84510 BLLT T, D ZNEH LIRS TH %L

2r

Satellite cell per total nuclei (%)

Control

5 2 19 2 33 40
Day after birth

2 Satellite cell population in total
nuclei is significantly high in
dystrophic chickens at 26 and 40 days
after birth.

v, M5, Dy % > iciTit, %5 BHT
12 SC DEIAHHI 23 % T, MR L DEICZEIX
v, Zntg SC DEIRIMETT 5 &ixwz,
FIZ10 %L EnEERL, RS 26 HEBRWD
40 HBENDE (Fx14.4+1.9%, 14.6%1.5



%) 13, XEFXcBiFaEICL, &SiE
Rl 72 (Fxp<0.05 p<0.025).

DR 2 A5 &, MNERFETIZS5H
B L%, keI maotdn 2R3 4% 33 H,
40 H H T121Z plateau (25% 3, Dy Bz B W

TIEAEEEE L 1) 13 % 123 L R »¢
A54, 12 HHLIERIZ, 33 HEHZRE, i
NLMEEICHL, BEOMMA AL L7z,
%72, 19 HHU#ZEIZWVF 41 L 100 LLET
BN, HKHEICEWTE-ERTHRHEDNTF
TEHHLDTH S.

SC &8k & Wik, 12 3 HLIFE,
Dy BETH S ICHINL T3

2. SC mzrEryZ:1L

8% % 23 SCix, &% 5 HHEHTIE, Dy
BECLMRBEC L AL 5 TRRO LN, L
7L 33 H HUETIZ, 524513 xS B Cal
LN kB, Dygif‘l;t?&ﬁ”"&‘f)’bﬁ“
A7z (R3). —fkic 33 HHLEEED X
2 SC I3, #isE4 2L THIIEICZ L <, #
HREEICH 2 SCoHEE E B Z &%\, L

G

%

#* L Dy BTl #8242k L, mitochon-
dria, polysome, HLifi/NEik7Ze & o fifl ) i
BN L, 1= chromatin @ %W 1{l
{4\, active 7¢ SC, & % x|+ myoblast }

EZoNDBLDONLLH 5T A LA, cave
olae ¥, MR HBLZ &AW 20
1.5 SC %, [a—E A Ic parent fiber !

B EE R L T A 55 SC e (K

|Z, myotube FZp~\1A] 5 b FHE % d 4
NEFEzZ2 NS, 72, E—EEBNIC pare-
nt fiber, o/ NERRHE, myoblast 7¢ 2 7¢

FEfE$ 50k (K5) 1%, ARz~
FEZRMed 5 4 D TH S, myoblast, H 5\
|2 myotube ?H—#B & FH 2 5415 BAKANIZI

% 7 1170 7¢ 7 #1L myofilament o H AL 5
NBEDTH B, %< DHMKTIZEER LAY

L 7z myofilaments 7524 & i1, Z DEMDEL
n7ziLnizx, mOTAKICHEE v, F2H
SANCEMEICHE > 72 & #H 2 5415 SC I R
L 2Zedhyole,

LI bk~ 72 k5

g & b 2R SC

3 A satellite cell in mitosis. 40-day-old dystrophic chicken. x10,000 .

4 Three activated satellite cells engulf each other their cytoplasm. 33-day-old
dystrophic chicken. Lanthanum Stain x1,700



5 An activated satellite cell (SC) , myotube (My) and small fiber (Sf) are
beneath the same basement membrane (arrows) of a parent fiber (Pf). 40-
day-old dystrophic chicken. x 19,000

I3, KRADZERLZ L DB Ese, 21t
MR - 72 W RHEICBE L, Z 0 L Rl—o 3k
DT 5. UL, 2L h L4
BN 2 5 N B HEMTIZ, IEH & A7 S5 58
MEDILILIE T TH 5. Bl activate = 41 72
SCiz, 3 L LB s CHhES
5 bITTld 2,

x %=

SC % fh¥thn & X5 ¥ 21213, BHEHIK
KRR TH B 728>, HEWE L 7= gt c 5
W, —EHMIH 72N 0 SC ¥ % H T 2
ZXiE, KREICHETH DY, 200, Bk
W25 T, SCHZHETZ2 % 2 70,
AL AR L T AU, BRHE 100 &
40 SC#uz, Dy % > T 5 2 2 B L
TWaEERZ &), —#ic SCHIZBIL Tz,

FEEBENIC 2 5 15 il s D46 % 4 -
Tam L 6T 3, IEEE Tl AR, SC
T NF 1/3 % G T 555, Fnik
HEAY R A LT, BRSO E A
EY 5 E\vbita (Carlson, 1973) . p#kE)
Wy SC (%, FE % M3, FEB N 48k
D5~10%%dicdd L3 N5, GEIDKRIEIC
BN, MBF X T2 5472 SC nE &,
268 LI 8 ~ 9 % THh » 722 13, Akt
RIZH L) DHEEEEZEZ 23D eI Nk
9. Dy F% > T SCnEl&s, 26 HLL%D 7
BLMAE N 14 %% diod, WRF x> L h
mEZERL72Z &, Dy #% > SC 25, &
HICOH, BIEEZHRIT TN EE2 L0
%, SC »5354%5s, 33 HLI% 4 Dy % > |2
RHLNZ L3, SCHEEER/RES XHT
5LnENVZ L,

(=3



FZREZERYIC A TH & D IR TUEE 2 7R T
SC # activated SC & ##3 UL, ZFHhid
myoblast [Z13IT—HT 2L NTHA 5. 4
i, SC oEFIL myofilament % & 7282z &
T#H 5 9 HY, myoblast iz A &5 B myofila-
ments (34T L H <134 <, I myofila-
ments ABAFEIC % % 0iF, myotube FK1% T
»2EE3n3 (Carlson, 1973)P, 4 mEEEX
# 7> activated SC 7¢ v» L myoblast o) BE &
2, Dy F% > CLIEHDGTILEZRL T 3%
LD & Bbis L, myotube Ro/MEMRAEPNC
A 5 1172 myofilaments |2, KIBHGTDLAHT
BIZIEEDESIZRL TWwiz, ZHZ ki,
Dy % > 23\, myotube Fpk & T4y
ILERRANIZIERICET T L nEHEZ N
3. #HREFEHERET AR5 L Tvs 5 dystrophy
mouse |Z 3B\ TlE, myofilaments o EITE
B HKI 50 % 7 myotube TEH LN T\ 3

(Summers & Parsons, 1978)%, = » TR,
Dy # X% > »f dystrophy mouse & & 2 &Ho—
DTH 5.

BHEGORBICBWIERELXZ LIE, F0
AR AERE D 2 WIZZDERZICEB W TR
EINTBY, ZHOGEERIMD 85 %l
Bkl & 5 (Enesco & Puddy, 1964
)P ZUcBS Y 3 b od—oi3, SCooy
58, 43{k, myotube JZEK, FifRiE~DWET
HY, MWFHRENTOBE AR, K g
BOWMTHA )., dMBFXicApmL,
SC g5 & sr1biz, H#H 4 ~ 5@ TRIE
&b, Dy FX%> i, BERL SC
DEEFH, 57 RS S b, SCHHEML T
LR TR L, ML ARICHLEFEL |
¥inlL Tww3 Z &3, activated SC »%i 2 3
WEL T, HRHED BHEL & BB RDHEATL T
WBLNEFEZLNE, BEMEEHICAL
N2HEE TR, BIRICH- 22 R LR
EomlT SC »+h%f L, myotube A4
32%.DyFX>Th, 2 5BEOHBEERE
[TA LN, ZDiIric, FHEMICIER &
BLOLNDIHBHEICHEL TA LN S SC oy

%, myoblast %2 myotube iz, Dy + %
S DHIRELH T 2L DD—>THh 5,
FM D ZAbiL dystrophy mouse |z 3 Bt =
% H DT (Summers & Parsons, 1978)9,
i dystrophy I3 e BARIE & w5~ &
bnEEZ LD,

# B

Dy #% > 0% EIG %, =45 H
5 40 HIZEH » TREFINCHRET L, 7R & Hoig
L7e®ERE, 1)4E%40 BHIZBWTY, #
SO L LA TERTH Y, o my-
otube JZr & THOMEBIZIT, ITITESR &
FERTH 5. 2) 2 2 HEMILDKIEIL,
ZEVERGARAMED BLER & 13 SEBERIC 5 AP I- 22
OHN, HPRA T 4 — o BERE
LEbNnD,

 x m
1) Carlson, B. M. : The regeneration of

areview. Am. J.
Anat., 137 : 119, 1973.
2) Enesco, M. & Puddy, D. : Increase in

the number of nuclei and weight in

skeletal muscle

skeletal muscle of rats of various ages.
ibid, 114 : 235, 1964,

3) Moss, F. P. & Leblond, C. P. : Satel-
lite cells as the source of nuclei in
muscles of growing rats. Anat. Rec.,
170 © 421, 1971,

4) PIREE, MEHEFED, SRk, HhiE
BP0 T g —F X BRSO
WA, JEEER Y R b 07 4 — R
HERRAN 52 FREHEEE, 1978, .95,

5) Summers, P. J. & Parsons, R. : Ultra-
structural evidence of “abortive” rege-
neration in murine muscular dystro-

phy. J. Neurol. Sci, 39 : 295, 1978.



1) oA bra7 4 —BOFEEHAX Y F 77 73—

[ S

REEIZHIRE, P A a7 4 —BOEFR
BEDRX P77 A N—BEREERL, &
Mlantgie 2oLz, YA ba7 4 —HD
W EFRR G/ NN R E R 508
HEEEANCRET L 72, MEEERQDC R e
7 4 —FDWEFRD A 77 A F > (Ca?h)
2k BEELICIERERALD LN,
@fp/atko Ca HERERIZIEE TH B, D
2HEFHBEICL, LPLPRI2T7 4 —Ff
A%, BMIMIEES D, EETRIEFEELD
LBl T3REREHEREL Y

) &

H1£12 7 AL LK (§2 R | linedly,
XHHR © line 412) o & L C#IENE (PLD)
h b, —ERIXIRKIWE & 5 single  skinned
fiber % R8I L 72, FKIRS (Po) D BISEIZI,

P HE=22F 2 it EGTAYTHLE L 7246

HIZAX> F7 74— %fiH L 7., single
fibero) Wi EI i 5 1%, Blinks HFhic >
=29 HIRHEZBRIERD 1.5~ 2 &R L C
MR 2 HA U CHESE L 72, i/ Madka 5 o Ca
1§ »#I5EIZ 13, mechanically skinned fiber
FHERLAZ, MESERIR2IRLTHSE, E
B ik o) BEAR R I ALK BEHE OB TH B

R £
(1) Ca®fiz & BEckIRS]. 5B # BIE L /2 si-
ngle fiber DEFEII XTI TiX 50—110 m, 7
AT 70125 pm (2 L Tz, BE

100 gm DL ED BRI TR IC X 4 4, Ah

PRIZIZ 12K B - 72, 20°CIz BT 5 HALMHE

*BIRBHERINER I —

iy

*

FS

iy ) DK,

R (n=21) 1.4+0,2*kg/cm?

(45 0.7~3.2)

oA (n=21) 1.1+0.2*kg/cm?

(415 0.4~3.2)

(P - +1Z#ERRFE, P >0.1)

TH Y, WHEEICHEENEIZA LD,
EDEERTIE, JVTF UL 7LV T F>
XF+—tn ATPHAEZRZRML THEILZH
EL72. Ly LEmEniz—@ifr>nized
A LAENEEZ 2L 72,
(2) Ca>™BEGHEE, BB/ MMatkiZs-ED

(1:%- uptake(in pCa 6.5)
|

0.8
0.6
0.4

0.2

min

2xv F7745—%3 x10M Ca** %
AT 0.25— 4 B &, Ca
BB Z0RON 7 24 VHHHBEHOKE
LA LEEL, 10°°M Ca**nd & T2
SEicERT2CB%21.02LTH
3. CaiBRmBrfEAIIH A (@) &
HE (0) DEICEIZ L\,

X1



Ca>* 7 10" MLLEE % 2 & CaBH £ 4T 5.
3 X107"M Ca?* (pCa 6.5) & teifiitiz T
CafBEUEE ZHaT L2 (M1)., 15855 4
%o CatBMNBIETIIHS AFED
ErRB A%,

(3) #/hfafkt v oo Caijiitl., pCa 6 ik
BPT2H5BAX> F7 7 4,3—i2 Ca #EGA
FTH7:21%, 0.2mM EGTA, 4mM ATP %%
EULHER (G—0.2) I 5 oEmse, £
ofictEPicER T2 CagEzr 724>
WHEOKREZ»LHEELRZ (K2). 4 mM
ATP Zgeiaiihco Ca iz (M3),

A 31+24% (n=15)

¥ B 8x2% (n=15) p<0.001,

as G Caf
pCa g ATP-0, G-,2 G Cat

Kag G Cat

2 FMEkE N o Ca il niRED BlEH:

#ERL . 3 pCab oigmAduz T2 -

4 Ca Bl % The 24T, 0.2mM
EGTA %#&4LiHi (G—0.2) iz 551
X (TN, ZORETIR
ATP 2BE L Th 3 iz rigor ' E 4k
LTw3), #n%ich 74 > HHEER
£RE, ZOWMBEOKEZ 2 EBLUT
B kL, CaliiniRELr &
HL72,

®4

Ca-loss(%)

8 F i
60 - o -
®
L]
40 by .
i il o
5% o
0fF *° :
[ ] o0 °
[ ] —0
—
]
. 0-0-0-0—6-0-¢
Dystrophy Control
(4mM ATP, 0.2mM EGTA)
3 4mM ATP, 0.2mM EGTA % &54iE -

W (G—0.2) hTs54HIciElT 5 Ca
EXEELZ(X2ER). HYATIEN
ML CaiEHi3TitEL Tz (P <0.

001),
Ca-loss(%)
80 .
[ ]
[
60 - -
40 Teee 00 ]
o
20 - ]
(]
Dystrophy Control

( ATP-free , 0.2mMEGTA)

G—0.2 kW ATP %&£ L 72 &P
CTH5aMiciEH T2 Ca B2HETL 7,
COBELBY AL BV CHEEIC Cag
HUETTEL T2 (P =0.05).



ATP #lxL2mEd iz (K4),

BHYA 45+6% (n=17)

N B 22+27% (n=7) p=0.05
AP 74 —TlEWThoOBERFIZE W
Ty CalfiidItie L T /e,

* ES

oA ba 74— EETE, HEEISIE
BTy, AHERSEAYIC 2R PR A IS (se-
gmental necrosis) RFHHIAMENZELZFF
#MELTW3, L»LEnEibs b 5 vt
YRR ISR 2R, BT
TExbHTES L, Fixid, —RIEFICAZ
3P R U7 4 —DHMIICA»IE L THF
ETIRENHZDOD», LLTFETLETH
T e B L O EBRE L > Ty
5, LbDA, AX>F774,5—83, |
FER /AR D BREE D IENTIZ 2B TH B
P, BRI 74 —OWELTHEEN 1
TH BIZEBEDFEIICIITEYTH S,

BHbIE 1 ELI BB L 287 2 RBDBIEH
SIS EDRDIL L M Ao MEN D B,
single muscle fiber H{EHL L) 227 ) HEETH
5 RILEHNFH K &£ V) single fiber o
BRI ENEFZNL 5 TH -7z, GHicER
L 7z single fiber {3 SE A SHIKES B M AHZ R
WEETIC BV CH 55 21815 (B 213 split-
ting LTI UNEF) D Wil 2 #A
72, 2o X S ICHIBAYIZIEF I A 2 5 single
fiber HEEREIZBEC R I KRB EIN T B &
W2 b FTEHOIEl PeR=rnCa
BEHIFEFORIEZ L 72, 3 X107°M
Ca*iz & ) ST HHEKENIINE & DElIc
AENEZED Vv, Hi/MMatko Ca {EHLE
B, EFICRFINALTHE. 3X10TM
Ca**r v ) KB En Cahic BT %
Ca BEUREII MR ERRETH 5. ZHHE
IFRERD S NI & 2 RAT SRR L - C
W3, B RD5rEENMatkoy Ca BRUE S
BFRIL,ET 20 LEmsfE SN Twvw379,
ZNERIIFEHTICIZHRB I NG, P AT

[/NR D S BEIRET ISR E 2 ) 1T 9\,
ZEtEd B TIBIBIE LR HE L D o/ alk
IV EINTE D, TN R L
LT ZoGnzBae 53T 5, BHPA
DI NI AEEE A, HE R B R ARHE
FHI L ) DRSS 2 GA TS, FNEE
BEZLNDL, RFRICBCTEHESINZD
13, Bk L D o Ca D TTE TH 5.
JNBatkic Ca?t % ffiee, shiioy EGTA e
#2—10mM & EiF3 EXBHIzBCTH
Caiitia 43 5. 0.2mM & 5\ {3 2 mM
EGTA thto Ca EHDIEEIL, BH¥ RiICE
WTEBICTEL T b, ZOBRIIIMHE
i) ATP 2BH L 28BAIcbAEHbN,
ATP O fFENAE L ZEBERTH 5. Bk
o Ca BEEEERH I AICBWTHIE
FETHLEELY, Watko CafRiFaE
LT HES DL LD EHBIL TV 5.

B 1~ 2 0MESEZERELZV. Jib
Batko Ca {ZFEE H DK T Do F 1L ~ILThD
K 2 5 L DTH S 5 . TEER/INME
R T —FIOCTHRFLL 72, H 2 I KR
I A NF—DH BFENL D TIX?, PEKE
Do Calf D FLEIMEI N T B, I /h
fafkNEicHFE T3 Ns CakedEa

(calsequestrin) D RENTHEME L FHEE
nacThHs95. MMUREMBROSHITIZ SR
Ty Abn s, fadko CafjiFig) ok
T L23ac i3, e Ntk oy Ca pump
i3, Ao ubEd LwbsnsThS )., &I
AL BV TR o Ca*titfeds, TEH
NH10MBHE L D IXFTFHEML T 223
Litiews, 2otz uM L~ o Ca?tiz L )
T N BN RENERAEL E 2T TH
255, BIZIE, BVERST ZF I A HD
B EEYET 0 L Ltz &bk
g aKIc EE T 5 Ca EICBET A 1EHRi
EEHICBNTLZLWw, LrL¥yRbur7
4 =BTz Ca@grEb L Tnwabp Z EH
FRENDL, BEHORNMETIZIVZINLSH
b LitZev,



ZoAakE ) oo Ca lEH T, #
2O EREBN DL NESH LN D
PEFRET LI EHEETHY, HIEREP
Thd. ZOBGROFEEE EOFEFHRIZET 3
PPV EE5EZ22LDEHFFL T3,

& B ]

ER1IFEUENRETRAX Y F7 73—
FERHELHGCA I 74 —l2Aa LN 5 8
GHTL 7z, ERBIMSTCAAEZEBT NS T TIE
HERZ D BHEMHEICBWTIE, BEgER» Ca
A F s &k BIEHABICIZREIZ v, B/
RICEE L Ti, Ca IEMF EXCIBTGHE I BE
T2, BARKEI Do Calgiz i n
ATP DHEDH I b ST TNHEL Ty
2. ZOBRZROBIFRBERICOEEE L2,

X [

1) &RER:HrA a7 4 —BolEXE
mue Skinned fiber 3z & 2878, [
2+ a7 4 —ENRENFEHICBY 36
Zol vhhEE  BEH 52 FEMEEREE. b
119,

2) Endo, M. : Effects of some detergents
on surface-membrane and sarcoplas-
micreticulum of skeletal muscle. Fo-
lia Pharmacol. Jap. 72 : 9p, 1976,

3) Wood, D.S. et al: Human skeletal
muscle : Properties of the “chemically
skinned” fiber. Science 187 : 1075,
1975,

4) Blinks, J.R.:Influence of osmotic
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~
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10)

11)

strength on crosssection and volume
of isolated single muscle fibers. J. Phy-
siol. 177 : 42, 1965.
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Takagi. A. et al: Single-skinned hu-
man muscle fibers : activation by cal-
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5) P RXbu7 4 —FFTDOHRMER, BIRD

LBRR A= ap i
FRE¥Y N ;|
HRmhE 5 g E B OA Ak B — T 8 g5
oW o B B m Kk
b4 = a> #4351 > A (Con A) o PBS {855

EHEEATER S A b o7 4 —iE (DMP) %
systemic membrane disease * LT+ & 2 3
BEHA LN, BHRDAZL ST, FRMEK, M
MU L IGBEL 2N BRE»H Y, sk
S TEREBIPRILTEHESIBEDILEL O
EXLENTHEY, F7:, 2ok LEA
3, ZORBETNEEINDEP AT 4 —
Dy) BIcHOWTLHLET B2 & %2, BERD
o b = BUADED 58K L 220 h%, BEE
BEDKzDEETH - 729 4EIz 2 DIEE &
LT, FRENVEHIEE L AT o 5EL 75
>%FMML T, Dy o mIRIEIZRY4 3 EE
HIRBE % AT » 72,

Rt e FiE

Dy # (413 54 >) 33, IE#IRIE (412
74 >) 2 EHWz, 1% EDTA iz
£ ALK (PBS) 2 ml 25 55 Ll
HETHEAIRE Y 18ml o i 7 & FRER L,
400X G, 1o OIRIEL KEL, BBk E
IRIMER #5508 L 72, Ca*t, Mg*t free Hanks
WU CHHEL 22D BLUTDEREIT- 72,

()a> A+, > Az k 2 RIMEREEEIENE

120453

* EILRF SRR T
* ¥ M RFEFBHES
* ¥k FERRFRPIBEGRME

ARG ZEHL, ZHCSEORMERITIE
(4 X107/ml) #4m 2z, 77 ZAR ¢ 30 43[4,
HiRICTER, RE®E, SEEOFELZLUTD
HEEIC L N HE L2 BE D, () ks
LROEEER D L, (H) | WIREYICE S
PR E RS Lo, (+) | SEREEEE:
Tl CEERER OB L2 b o, (=) 14K
BHENZEDH LKW L O, OMEREE L, H
FIZK I LD ZOREDFREAT > 72,

ATEEMERD L 7 F 4 -

IRILER, BBERK%Z 2.5 %7 NINT AT EF
IZCHIBIZEL, PBS Tl cnb, 72
FHE#H L 72 Con A /213 e =iE# (Ri-
cinus communis agglutinin . DL RCA &
B%) & 37°C, 30srMRIGEE, HUPBSIic
THedE L, Bk, S, WYMEREZ/ERL,
EBEFIC TEREEL 72,

G REZEMERD LV 7 F > 554 .

REEDRMER, BIREZEHL 75> &,
4°C, 30 &%, Catt, Mg™ free
Hanks i ¢t L 7zn 5, 37°C, 30 4rR in-
cubate L, 2.5% 7/ ZITIILFE FCHIE
S, 1%4 R 37 ABTHREE 2TV, Bk,
TR, HUREARZEHL -,

(WIRILER D Tk TERBIEAIC & 2 Con A

HEEDEEE

FRIER%E 7 = 1) 512 Con A X R &



Blnb, BEiE, KEICET, ZREAkEn
FUEIC THEEY, MBARRERSr o A % KEWEIZ
RIEERFHL, X272 9 Fizcoh
2V, EOREH TR R Ic R R
MG L727 = ) F 2 RT D550 2 BEE L 729,

& 52

(i) Con Az k& 2 FRIBR D EEYEIHM:

IEEBORIMERAT 1/4~1/8 mg/ml Tt
2T D3 L, Dy# i3 1 ~1/2mg/ml
DBETIILHTEHEIR LN (FR1).

RTEIEMERD L 7 F- > F54 -

BODPUDITNINLT LT FCEEL 72
Dy R UNBIBOFRMEKICBIT2 7 2 1) F
iE# Con A m#EA%#R 1 a, blzwd, o
HIETIE (la) 7= ) Fr RFHI»BEICSH
L, BRE»LESMURL 2 T 25—k
PREINZNIZHL, Dy #Tid (1b) 7 <
UFRFOGHHIBET, 77 R5—FKD
ZLwvw, RCAZEIL Tix Dy 5 L X & DRY
IoZ2h7 <, % - OB A EML 5T
MEEEE sz,

BRIz OWwid, Con A, RCA + 3z, 4
BINKETII Dy B LB s R LI1S%
ofz. B2 alEEEICBIT S, HTEER
oo RCA#EGR2RT. WHEEREICEE
7= ) FRTFORKESEEE NS, Dy
CBWTLREBRLFTRTH » 72,

fiREIEMERDV 7 F- 454 -

REFERMERIC Con A 2 KIG X453 &%t

Er s, EEBCIIFICEESTEE T, H
B BEOMICIIBE X 7 7 2 9 —E&kHEL
Hond (K3a) —%, DyBciigsEn
REFQBZRNT, 77RF—DERLEL
<(E 3 b), BIECHHEEED ERRGE X
CHFIEL Tvr b, RCA 2D WTld kBl EEas
Ty Dy e xtmEBoMiczs RIB LB,
27z,

KEERERIC 4°C TRCA 2 & E7-70
5 37°C, 30 4rfd] incubate L 72455 X 2 b
THbH., MIBHNIRFA (surface connected
system J% (F dense tubular system) (= B2 & 7
72 ) FRTFOGHEFR LN DA, FEE
KENDOHERREEER TR2GE (K2
a) kN, LA ESE-TWw3E, Zh
LOAIZBEL TY, Dy 28, 3RBHMIcE
32 -7z,

W RITRBEEARIC BT 2858

SR EAROBIEE T, Con A4 D5
IZBL C Dy BB oMiciE 4= R
INTZDT, THDEVEZLITHIRIZE S 2
PRWESIERDD LIz, TRTEBERC
£ 72 ) F 1 Con ADEASZHBEL
7. X4 a»xtHB#E, 4 b H* Dy oMk T
H5H, MEETIRIT7 2 )F R FODAEHNE
T, Z77RAZ—FERLEBETH DL,
Dy #Ci3, B s fi%mL, 77 R 7 —BK
1347, SR CHIBEEIWIE O A2 TEH
BLIHRA LN HDZER 2 — G
Liselh i ANl o P S A

&1 Con Ak 2 RIMERDEEE G

Con A (2 mg/ml) x1 x% x% x—é— xl—ls- x% x%
Ny o+ + + + + + -
Naf ++ H ++ + + - -

RBC (2 x 107/ml) D;| ++ + + + - - -
Da| ++ + + + - - -
Di] + + + I - - -




1 BIEEROLEKERO7 =) F > E# Con A&
a . IE#EMEE (60,000%)
b :Dy% (55,000%)




3 REERMEKFEmO 7 = ) F 15 Con A #4
HrIFRE (58,000 %) b :Dy% (58,000%)




o

4 RMERO KTCRBEAIZ 527 2 ) 5 E#l Con A niba

a o IEFE AR (47,000 %)
b : Dy # (57,000%)

MDA NS 7 2 ) FoRFOMEL T Wl B WER L, XHENZDES %R,

£ £

HEARIE O BERE, FRIC Z DOMESEE & BE L
T, &ML 7F > FRHWMRICED, %L
DRI FFLN T 5, Fr b, HEEEHM
ZHWT, moafh, ZMiro@fETd 2
LEND L 7 F U REAE G DEALE BEE L,
WAL DK #adfeE T RCA #5603 L Wik
PRLN B Z & % HiEL 2% Bonilla 573
#zi/t Duchenne %4 DMP o #4012 ~)L A %
> —E i Con A % UG & 1T, e
HZ31T % Con ARGICBL T, IEEfH &
FHCZEDH B EHEL T3, #5366
Duchenne %4 DMP A #2512 3 T 129 D i
MHEZBEEL, Z 33 %Iz Con A #anE
WERHLZ2BNTWS, B, ~uitx
> — ik ConA % RG & 728, IEH 5

(A Fe T (FRJECHE + IR IEE) & ade i,
V=% ~0vx X% o S — e B 38 -
TVBDITHL, DyBHTiz o~ %3
=B R AT 2 AT YA, BRI
ZHUCTREBED M 245 L HEL T3,
=% 72, Schotland & [ freeze fracture % s
C Duchenne %! DMP #;i2 517 5 B Pk 1
W &MY — % RHEL Ts DY, Wa-
kayama & (ZARIERICBE L CRKED T % %
L TW3BY, 26 DEIEFEaZERIZ, ik
B 7% ZRE R TMOHRE L b T, KL~
NDEEH»DMP 2 BT L HEBAOKLICE
BRI L T TR Z R L T\»
5EE2 L.

Con A#41CBIL ¢, Dy BogRimEkh %t
BoOZNERD Z & 2B L 245 RBIDOFESRE



Hld, LlcHEL - Dy BRRICBIT 1w

F = BUADFEY L &b T, Dy 0o syste-
mic membrane disease & L C I % 5%
THEEDIS, TORBETNEL THER
ZHICREMSEIAAEEZLND,

Fre, AW HENE»PLEICHRT 425
i, SEFALZZRTEREMICE2 72 ) F
YRR 7 F 2 DG SA DB, TR
DABYNTHEIC L 2 BER/REMET 55
ELTRHTTENTw D, ZISHEEH AR
IR EEINT 5 X b1, FHOENE—F
BFEIC X L2 B2 EDHREE e D ),

SHEIZZERZRE LG Xh - 7205, KEE
AR % v 72 854 o K o internalization,
surface connected system ~ D {EzkL 7 F >
DHGAA L &I T HZ &k, Dy &
IEHB L NELER - REOWES HB3KY
ZRALUEEEZ B,

=

Dy #& D fRIMER & 12K Z H Vv,
7 F o EEAICBIT 2 BENRE LTV,
HRE.
(1)—sE#E? Con A (oL, Dy FBoiRImEk
i3, MEICHL & VEWEEEEEERL 2.
QEBYIFIEARICBWTIE, 7o) FEHE
Con A 7434713 Dy #iRiek xRz L 2>
%L, 7T RZ—ERLZ LB EZRL 72,
(B) T RICEBIMEARIZ BT H Dy #iRmEko
Con A#5&I3, ML LBMZIMERL
7z.

s
BLRmEO LV
KD

X [

1) Fisher, E., et al.: Increased erythrocytic
osmotic fragility in pseudohypertrophic
muscular dystrophy. JAMA. 236 : 955,
1976.

2) Murphy, D. L., Mendel, J. R. & Engel,

W. K.: Serotonin and platelet function

3)

5)

6

~

7

~

8

~

9)

in Duchenne muscular dystrophy.
Arch. Neurol., 28 : 239, /1973,
AT, WE—BR, L5, FREA
#% . Duchenne 85> 2 b v 7 4 —EIS
BT 3 fi/MRET b = > D EEFA9HEKE
{bFMFRE—REENE~OHL VR
A, BRRThRE, 17 316, 1977,
FREPAIE, FIAFERE, AKREE—, WH
R P77 4 —FX BT
Htw b =Ry, FERGHEER
R B A7 4 —ENRENTHIC
B3 2 A 7E Jeb P EE, PEFD 52 SEEERFIEH
&5 1 143, 1978,

Irimura, T., Nakajima, M., Hirano,
H. & Osawa, T. : Distribution of ferrit
in-conjugated lectins on sialidase-treat-
ed membranes of human erythrocytes.
Bioch. Biophys. Acta, 413 : 192, 1975.
Beppu, H., Uono, M., Nishiyama, F. &
Hirano, H.: Changes in number and
distribution of lectin-binding sites on
cultured muscle cells. Acta Histoch-
em. Cytochem., 10 : 139, 1977.
Bonilla, E., Schotland, D. L. & Waka-
yama, Y.. Duchenne dystrophy: focal
alterations in the distribution of Con-
canavalin A binding sites at the muscle
cell surface. Ann. Neurol,, 4 : 117,
1978,

Schotland, D. L., Bonilla, E. & VanMe-
ter, P.: Duchenne dystrophy: alteration
in muscle plasma membrane structure.
Science, 196 : 1005, 1977.
Wakayama, Y., Hodson, A., Pleasure,
D. et al: Alteration in erythrocyte
membrane structure in Duchenne mu-
scular dystrophy. Ann. Neurol, 4 :
253, 1978, '



6) WM A a7 4 —FFIcxt3 2 protease inhibitor
(E-64) Dsh— B2 MHITH——/ KO*
A b a7 4 —F X 2B O M LR

B 4E Bk

e S S

%

HrAbra74—F%> (linedll) 3zn
AR E D AU R F a7 4 —EICIE
PDHDEAZLEN, FIPA PR T 4 —ED
SVWERETNLELTTEHINTWS, L
L A, %2 Duchenne B> 2 } 97 4 —fF
LT AR, BILERNIC LD R B E
bhd, ZOMHEBERRFRULFETH->TLHED
BWIZ L )RBUCEIH T 2ob, Bid
RHRICE 2 L0 ETRBHATH 5.
CZITRETHICRAI 74 —F X0
ey, ARLFRURERCE I EEL, &5
7 e 77 —iEEE Hf 45 E-64 fFH
BROMBFIFTR #3CT Z &12T 5.

XNRJRUFE
MHBEELADiZE%RI ABDOEEF X >
(line 412) 107, Hr R 74—FF>
(line 413) 47, E-64 6B A tu7 4 —

FX> 9T TH%. E-64i2Wbit7 BB &
D38 2 [6] 10 mg/kg 55F X > DEERE TIciE
HULZ EXLRELLBIZEBBGHHT
RLRINDZMG CHEET, WERAER
THEBELEDZTNDETOEERAL. %

*ETRESREAGE L 2 —KRARE—B
* ok R KRR SR RT
* x x AT REEBEANZE L 2 —EKFARB B

*, k%
H F X

HOW W
—[J%* H g{——.***

WL emidREZ TRHIL A VY 2>
THFEL, 104 YK #1E¥, H & E, Gomori’s
trichrome %53, NADH-TR, PAS, mena-
dione-linked alpha-glycerophosphate dehy-
drogenase (MAG), oil-red-O, phosphoryla-
se, nonspecific esterase, acid phosphatase,
ATPase (preincubation pH 9.4, 4.6, 4.5,
4.2), Ca #+15 (GBHA, von Kossa, alizarin
red) 2T WEHTOBRKEET 21T-72. &
Z 7T AERIZ D WTIZ BN H&E 3
&N BB 500 fENEEEZER L, 400 &
DIHBHENELEZFTHIL 72,

& £

D/ R Fo7 4 —F %0y, MM
BAbrRT R

FMLE3I AHOH A e 74 —F %> D
WA (A5 1R (line 412) X H~ 3 &
WAL D &% 5 Tiz, IR TY M
DRNATENI 2D HEH5(E1A), XL
74 —F X TCRENDELICERT, &
% DABKRKRME, BIFERRME, BAEOREINAH R
HoN/z(E 1 B), EIERMEL F Mg
WiEHEE S ITTW B DR, FOEEMIENIZ
EAEETHET x 7 7 7 —XRB TRt
THhdrZ o biEHEAZ (A1C).



btk 3 A HiZhwig
MO A L7 4 —F % B TIIEARMEN S, BEEMEOEREL /-
BIEARHE CRED), BREOMIMA A SN 5. BEEMMEIC Rk L 72 BAmIBIZEE 7 + 2

77—t CTREMITH 5 2 L5 50,
123 k3> P TRICEREEO S RS RN 20,

FHAte 74 —FX 0T
A, BH&E, C:

acid phosphatase, p : NADH-TR, A~D : X350

A##i2 Duchenne #iff > 2 f o7 4 — & &
7t 1), H&E = Gomori’s trichrome 2 ¢
Hyed 2 #HE (hyperreactive, dark, opaque,
hypercontracted 4t & % v~ |3 hyaline %3 4
ELIHENDZ L D) DF X TIEEAEEAL
Lo TEWBALNLr o7z, WEEN
RO LR RTINSE (LIFLIEH S 220k
IMED B L1 5) AT B AT A L
BT X TL AL, FEHCIRIIHIZNE
b3 ABEIZHFEVEFEH T2, ZD

137, %%ﬂ&mngg@: ring fiber, fiber split-
ting e & LI LIEALNBATRTH - 72,
WLE3AHEBOH A e 7 4 —F X > DR
HEFE AT 2 AR S e L 2 12”72,
HHARIC AT R S MR X > T X
iz ATPase o7 A )l TIEMEAE <, B
48] (preincubation pH 4.6 LI'F) TiEM:»s
L, WIBWTHI A 72 ARIEE KL H
BTH DI EDTRENTz, HEB b2 a3
ZRTREL T bar B TE{bEEEZELMA



(NADH-TR) T3 2 MM L2 &

i | (®1D), PAS Qs T 2 MHEH* %
B conTroL
T livsrceny Z + (X 3 C), nonspecific esterase 7¢ &
g esterase Yut, TIHMED @ W IMEDFAEL, L
=
2 £ L (3 angulated 7 2 % L 7z M HE A S VL IE
50 ﬁ%ﬁtm%#mmﬁwwm%W#m%én
TWBIEZRETAROH L = L7 EH°
. m o =% v 2Fon s, Caprta Tl b 3TIChEE2 R T
DIAMETER: Wt ASHEAE T B A%, Duchenne #Uf 2 2 b
X 2 Btk 3 A Hofw (linedl2) Ry T4 =% EICHNB I AL, BTG
Zbwe74—F*%> (linedld) XMif YL TR R

MR E 2+ 777 A

¢

K3 #Me3 ARG YA te 74 —F%> (A, C) RUEMBEEHC AR 74—
F%> (B, D) DX
E-64 i %N L 0L @A) » [ L S3EkME (KH) 2L H & EQETiE
#ZH 7 v, PAS e TII AT RO BB D BHED £ W 2B EZDI TR F A ELS T
LIEMIZH 5 A~D X350



2) E-64 G0 MR, AR EnYRT
R

E-64 THEBL2BIAIa 7 4 —F X%
IZAHRRAINICIZT—RIZ L A EED L, Rt
N IERBHRAEIE S AN, AEHANE
HZ 5 Tw 2 83EHMIE SRFELL: (K
3A, B). Rkt SUEHRE FET
L EN AL N -7z, MBI
NADH-TR, oil-red-O, nonspecific esterase,
ATPase 7¢ & TiaHEE, MRBBETERZIRDL
Nokeh ot 7272 PAS et CTIZ BT
PAS |28y D BHEATIRA L, MEERBED
M ZWHIENZH 72 (K3 C, D).

RMENERZREL L A 77 4 2B
LTCABERANDLE Ik -7z, 60p L ED

Il ovsT. uNTREATED

[ e64 Treatep

-
©
=3

NUMBER

60 80 10,m
DIAMETER

B4 FKMEHZAI274—FX%>RUE-
64C3 ABIENBY A L 07 4 —F
X IRNFDOBHRAERE A 7T 4

JERIMHENE T L A E-64 IGHEBEIC 2
5, ERDGATH b A B LIGHBETIZ/IMED
FIZBELIEE F X > DTN EFTWT
LI rhhrolz. PHEEILAD EBHI R
b7 4 —F X RIAHEE T 45.66+2.
18(SD)u TH Y, E-64 BHEETI 41.51+
4.51(SD) u & % 0 EFHBED T /N ERALDE
mcd -7z (P<0.1).

% =
BmAbRT7 4 —F X AL L DIEN
WERTR AL, EBRETNLE L TIEN

72 D& Bbisdd, A @ Duchenne £l)
HPA LR T 4 —DFTREII L) R BT
LHDNT, NBHPRA w7 4 —E & EMn
LNELTCEHEY 213 MBI H 50 5
2 FuT74—FX>TRALNT, Al
TR EBONZFHRIZVHW 5 opag-
ue 4 (modified Gomori’s trichrome 3 s
TP BBHEEY S 2L Ty 54 OF
ETH D, ZOEEIT Duchenne B2 £ < /5
BWHED 1 BLLEIC L RUBZEIHIE o TH#
B Thwt, ook (HEEE ERY, B
) 2z, Z oMl Caee (GB-
HA, von Kossa, alizarin red) 5% < [
PF D LBV, BHPA L7 4 —HETIE
BRHREIZ LD Ca DHRHEN~DKET
ADTEY, HRMHEITBENGEL, £ Zic&E"
SriREEE (B2 CafkFERET 77—
+ (CANP)?% ) »fii%, ZBRDHEEH»S
KRICHBEBRHEDTERE 5, %’%%Eliﬁfﬂic: Fia
ST EFEZLNEY, L LIDRHHIE
LthéQQK%VXFD74—%%7m
BT RN EHBEIRIIA L liﬁﬁ‘ > T
LE[REME L ZZ b 5.

FORIPH R I T4 —F X TIRI b
ar kY TEbEEHEY s (NADH-TR) T
Yog~ B RHERR, PAS 3 TR B MRHEAA
%vxrm74—ﬁ;0%L<ﬁM?6®%

B ETH DL, &5\ esterase P, (non-
spec1f1c esterase, cholinesterase 7¢ &) T#
BHED AR YT 2 MM B 2 & 3R
FEHENFER IR L TV 505, H 5 W IiH
BMUENTT 2 F—Na) v 2T F—X 0k
R AT~ regulation BN TV 5 D
DTN DEEEMEAHEE S LD,

VL ko k9 iz ligcEny, ML s
AEB LRI 74 —FX> DS H-
Ty, HYrRA a7 4 —F %> i3 CANP
DiEMHTEL Y, BASTRERIF L > DT
BEMOBRICHE LT3 2 TS IE
2ZoNb, ZZTCEASREZOIINMWEE
64 EFH AL T 4 —FX~HRELTH



EFHFE NzDS, SRINDERTIZIAL S
ZRBENF ROWENHERIZEL N L -
Iz, RIZHBRHEENE RN 7T o bAm b L
ZOBMEERIEENRIZIEL o TE R
», TNEE-64 xR E L TFMTNED
DHBEPIZRELES Bz, 4%F53%
DREE, HBVITE-64 LShoWE & n A
L ERAIZNEFZFEZTWE,

=
aA

#
WA a7 4 —F % MR, Hig
IbRFr R %ZEL, TNVAH A a7 4
—REDFNERLLEG DB L 2L
7. FOERIIFEINCER LD LDEH D2
O, F—RERTLIEICL Z2RADE LD
PIITHETH B, BEBASHEEZROENE L H0H
T5E-6412 k& 2IEEERTIIHBEHEE 22
FEITRICRRPIE WGAFIT D » T Y, #H
2Ry, MBLZERICHIRD Y L HET HIA
345 ENZE S e h - 7z,

X R
1) HHEFER, M ks (B,

- 44—

2)

3)

4)

5)

6)

Boxler, K. & Jerusalem, F. : Hyperre-
active (hyaline, opaque, dark) muscle
fibers in Duchenne dystrophy. J. Neu-
rol,, 219 : 63—72, 1978,

FifE—, MK BA e 7 LKT
HEOTHEEE L T OMEmEIZOW
T. HAREEEE, 35:3910—3914, 1977.
HRAERR, FZEFER D ETEH A e
7 4 —HEIC & & 15 “opaque”iRHEIT D
W, 520 [ B AR S
1979.

Engel, W. K. : Integrative histochemi-

I T

Ty §5 0

cal approach to the defect of Duchenne
muscular dystrophy, in Pathogenesis of
Human Muscular Dystrophy, ed. by
Rowland, L. P., Excerpta Medica,
Amsterdam, 1977, pp. 277—309.
Patterson, G. T. & Wilson, B. W.:
Distribution of extrajunctional acetyl-
cholinesterase in muscle of normal and
dystrophic chickens. Exp. Neurol,, 50 :
214—225, 1976,



7)) B> A a7 4 —F X% Icxk$ Bprotease inhibitor
(E-64) D sh B —— 4= 1b2A i) i

% oH % K

et 11

Lo
T o> XBUHF AP 7 4 —FE
(DMD) BB iR &R 0 ) 5 o)
Hp st bN DT e R=0Th
%, Bib FoR=rEH5ED ) b LC4EHT
WA L TorEsElc L, HICHITT5E
I A4 > HéHo» splitting #5388 5157,
—HIEFE=7 MY 7Y ) >Hic CalktF
7 e 77—+ (CANP) #%/mz —%ERF
BEEEEzE e =2, 342l
L WVERKENETHNTA S EARAEIC
DMD & LRI L/ 87— 2R-3TEHIH

v

T2 13 DMD iz AT b #1213 CANP %

7u T T —EhHEEEANERICES LT
2THHH LMEL . X in vitro T CANP
DIEEEBICN T 208 ERIZe 4 =75
E-64ick > TIHISNDHFEZH LI
L7z?,
FFFENEBIIE-64 2P A 27 4 —F
X > (line 413) (Z:EMRRS L 23BA AR
WU 7 2 BT 1 5 & & b ERYIC R
2EIZH D,

)

HERUHE
v2bra74—F%> (linedl3) Tura>
b e—)v (line 412) v 7z, #5HEITE
— 64 HEARNTERRICRIRE LS L 5 iz co-
rn oil iz suspend L 10 mg/kg D EIE T, $7

* HEKFESF BT EAR
* x BIIRBERANRES 2 —KARRE N

* %

* %

e
B —

i

167 HE & ¥ 2 MR TICES L 72,
KIGHEREL corn oil A F EEL 72,

arbtu—), REFRVERS A o7
4 —FTN L F10WT2oTH 5. EAH BRI
3THTH 5.

AR REHES AP 7 —FX N5 b
6 TUI KRB R DLIETTL 72,

FRARIVEREHICIZ % > 2 B2 TIC LKKRD
LicssiciREs Ehd»rEHr o “flip
test” # LRI L 72.

RBEHEE ZEREESEER L 0 FRIL 72 Mg
R CPK B LDH %2 #il%E L 7z,

BEBOENFIRBICIIERGOP TR
LEEICREINT 25 % v CANP iE
P& UF cathepsin D i&ME# HIE L 72,

3 2
1) Line 413 ooftgis CANP i o 2052
1L

FiaE line 413 B ra > F v— L line 412
DRIz DT CANP iE M B b 1% o 1885
2R 1i2R3. AIHMMLER DG D
CANP FHIZMA L IRE 2R L i E oI
FREERFEDHIEIIHRK LW, LArL1Y
RAZBE LD LHBENEICIZEE S At
BHLNI A% TIEIa>y Pe—LTIi3 4.5
U/gricxfLy 2 bta7 4 —FX%>TI29.5
U/gr L # 2 BIcEmitizZ RL T 2 FE b h
5.



Time Course of CANP Activity

10 ..
o P
2 s
N /I
z 61 . °e
2 [ 2 .
- ’ 08—
o P
<zt /
s .0 .
[+]
0 1 2 3

Months after hatching

K1l HyRbEa74—F% linedld (D)
Rwvray b o—iline 412 (C) ks
CANP ks (b
Q:-++--line 413 (D)

o line 412 (C)

Time Course of CANP Activity
in E-64 treated
Dystrophic Chicken

CANP activity (Unit/g)

0 1 2 3
Months atter hatching

E-64 5 (T) BERUKIGH (D) B¥hg

55 CANP iEtEn iRy 21l

O E-4 HEH YA IR T 4 —F %
v line 413 (T)

@ RGHH A e 74 —FX>
line 413 (D)

X2

2) Line 413 |22\ T E-64 $: 5B
i CANP ig o #ERFZAL

2 |3 Ri49 line 413 » E-64 i 5B
# ) CANP i EDREREILZ A2 LD TH
5.

#5147 A TR LIEENERIZIED H
NP2 ARICIZEEICHEENZEHA W
L. 37 B TIIRIGHBEDLK 60 %R1H 5.7
U/grici& TR0, M3133 7 Hik5%
) CANP iGEHE# B L72L D Th 5 H516H
BE(T) 12 RIGHBEE(D) Il L FEIZWE 5
T L 72,

B TE® S H fiip test”|3 9 T 7 FJ 80
%I CEEETH ), H-o“flip test” Bt TH
72 2 T L b CANP iE ¢ 13 BVl 251
L T3 n“flip test” & CANP iH# & » R
BN H BEL TR T 5, KGHFEEE(D)
13451, “Aip test” I3 pEMETH - /2.
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®5 #HML3 7 AT x> miF CPK &k
BT ZME 3 cFE L

RiZT7 4 YV —LEEF TH 5 cathepsin D
I2DWT A5 & line 412 » RiEH## line 413 &
COREICELWEIR L, E-64¥5 lipe 413
IS TIHEIRIE 5 D& a7 L < FEIE»
2o TRIGHBEL VEEZ R L 72, EBET

3 “flip test”BEo» 2 i3 cathepsin D jE#
bRICEWEZRLZ (B4).

1% CPK #&1i3 line 413 (3 line 412 k9
EWEZRTATE-64 512 L ) HEHBNCH
BOERT2RE U -2(R5). EEnGEmE
121 LDH 2 D>wWT 386 5 7z,

* E S

A bra7 4 —F %> lined13 g K o
CANP it ER M b2 25 a3t
—vo line 412 |2 L #E8 & HiICH L 210
EEZRLTBYMHOHEEADGHIZ CAN
PrlE5 L CwaHE2MEZE D,

E-64 13 in vitro Ti3 CANP o> BA& i
EEBICXT 2 FEAZIH L 225 in vi-
vo I T H BUR BT 5 FHEI S s
ol

ZDBEBRTIIE-64 (3 in vivo %5 TL %
DEYFENEN L RIEL T3 2F2 25
H¥%3, La»Lmi#CPK, LDH 7 FpyigEs
FIEEICIZ S S BB % 2 DOTEMERER
DM 2 F a7 4 —ENEA L EIH
BERDEFICHET L EE2 5% 513 E-64
BERCHLTHLERALLEWEEZ LA
%, Stracher 5L,%Ig 4 7 F> 72 ¥
FrEA a7 4 —FXDHICERERE
S92 HEEIC & D ES S L AR oS
B L iz miE CPK YBT3 2F 2881
TRE NI NDEIRZ DE-64 DREF & —FL
v,

E-64i1c &k D CANPEHIZIET L2 F
A4 V) — L EEHE TH 5 cathepsin D (392 »
TH¥mERLZ.
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5 DIZERREYT Z F Bl S “flip test” 38T
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4-mEln“flip test” Tl E-64 i 5-8813 3
A9 Tk 7 TNIEM, 2TADZRBETH -
7z, RiG#HE line 413 13 3 4 A 12 100 %Ba1E &
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HYEATHIREL T BHELZHEIEE, &
& Hudecki & {3“flip test” # X a7 THEbT
FHEEZRBLTB Y2 L5RESFOHET
“flip test”# FANBRETH 2B L E2Z T
39,

E-64 5ROV Tz L BRBEHTH
n Stracher LD 4 7 F > D KEKICEH
WA ENE 10 mg/kg, B 2 [ & V7295,
Oixs-moia, QEHEKE LT, OF
HEEOER e K4 HREITXEMELZEL
T\ 5,

BIfEAICBIL Tidwml v L 2 B HESHE
H2PHFETC L 2 LIIMIBD SN » 12
W MNERFE IR 2F I 3T 2 BIVE RIS HE 25~
BLENFDH .

FICCANP 3 AREHBBICFEL TH
N, =FHY 7§58 B o) turnover (2] & DR
5% LT3 eHEz 5050 TCANP FHiE
ZHHI L 22 35EFEB & LN BB HOEA AR
W EDRLHEIGNE»XERLTHETH
4. Libby, Goldberg®s i3z a7 4 —=
7 2 H in vitro DFRTHa A R F 13 E
HAERICHESE TR IHT 5 EHEL T
W3 HE-64 DIGEICEAGHL E DR
BEOTEI»SBRRBETIVLEYD 5.

na

=
Oz A a7 4 —F%> (line 413) 5o
CANP {E I b iRREeE A s L 3 4
AHICIZa> Pu— o 25020 - 72,
QE-64, 10 mg/kg, ;A 2 [IETRE T i #EfilE
L 3 AHMo CANP & kib
BEHOW 60 BITIET LB arta
—nENIEEETH -2

@“flip test”|3 A HEEE 9 Wb 7 I TH
-7z,

@MKo cathepsin D 2 E-64 5 7 %
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1) H. Sugita and Y. Toyokura : Altera-
tion of Troponin Subunits in Progres-
sive Muscular Dystrophy (DMP). 1,
II. Proceedings of the Japan Academy,
52 : 256—259, 260—263, 1976.
2) S. Ebashi and H. Sugita : The Role of
Calcium in Physiological and Patholo-
gical Processes of Skeletal Muscle.
Current Topics in Nerve and Muscle
Research, 1979. p. 73—84.
M. S. Hudecki, C. M. Pollina, A.K.
Bhargava, R.S. Hudecki and R.R.

3)

Heffner : Delayed Functional Disabili-
ty in Dystrophic Chickens Receiving
Chemotherapy. Muscle & Nerve, 2
57—67, 1979,

A. Stracher, E. B. McGowan and S. A.
Shafiq : Muscular Dystrophy : Inhibiti-

4)

on of Degeneration in vivo with Pro-

tease Inhibitors. Science, 200 : 50—

51, 1978.
P. Libby and A. L. Goldberg : Leupep-

tin, a Protease Inhibitor, Decreases

5

~

Protein Degradation in Normal and

Diseased Muscles. Science, 199 : ,

534—536, 1978,



8) PAbu 74 "—’?'7Xb:5€a“§‘égrowth hormone

DEhH

A F 1m %

et 115 i H

AL, EATEH R e 7 4 —EICNT B
BERFEHI N TV W,

Fzix, ITLHICHBRBICTTIEERL
EroBICEHL, PXbtu74—2T 2
ot L ¢, SOMACTON (bovine growth
hormone) <, ¥ 2 v 7 4 —iERE
28, RUKBEES R o7 4 —EBE2
B, 4Pl T, b FERERLVES 2R
5L Ta2%, 20, EFoasittiz e
TEHAZHE TS, FRHOLERGAFR X b
v7 4 —SERETIE, 24MEEICHZYD,
tFRERLVESZRATE), REDWH
th, B 5 ZREIRDEITIZA LY, HEILEF
B, BATERR, _EBOKPARFIRERZ &, £
ELTHBANDET, ETFOUEIFA LN
T3, N K FRD ADL FHETI3, &
X30cm DY NE 2z CHATEME BEH D
HAD 255 ABEMELET, BKRKA> D
2ATDORENH -7z, L L, ZDRERDS,
£ELBREOL LN, B FEREKRILVESED
LI L DENR AL DD, HLEL TV, ZD
BIZDOWT, X DIEMLMEE S 2728, K
BHRILES DEIFICET 2 HBENERTH 5
BEBR ZHATL T\ 5,

RER K&
EER1
FEREH] (BEICk-Ti, 2~5HFNZ

* RIBRFEFREEAR
* * B REEERERE2—

* %
B B ETHE

i), JERAE, KE M, 2BC LT T,
EHEI LI 4ichitz, WEED, &
o, =g fAiEKk, SOMACTON 1 IE/
kg, 5 IE/kg, 101E/kg %38, K TFES
ZL6~8BichbiNhkELHLEL, EB
HTRICTRTUITOWTHAZRRL, M
HeFEy, ARG 2T 2. S
3, 16~20CA2 AL 72,

EER2

T2 a7 4 —=7 28T 5 SOMA-
CTON 8z D\ TER 2 1T L 7.

TRk 4B bIT 7,

L D xR Eipit. HlIES X Lo
T4 —e7 R, IR
K% HH,

118 xtEE#h SOMACTON # 5.
B OECRPuT 44— R
iz, SOMACTON 5 IE/kg
s

Mg ox a7 4 —xHEE o2
Fa 74— AT, AT
AR & 4T,

IVE: > 2+ a7 4 — SOMAC-
TON #5658, 274
—=7 2|z SOMACTON 5
IE/kg # 151,

P48z owWTAERS0 HATZE L DK
5Bz b7z D EH £ R, ZORDKE
DHERS 2 HIGE U 720 EERFLT 1%, B £ 3REL
L T, MR, LS RRET 21T - 72,
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1. SEOEH

RER 1 | ERKTEOEHIMKENFESIZ
el 23~26 £, Ml 16~19 8 X 2fKE LT,
HEDFT IR E o 72, BAOENTIE, HKER
MTBETIE, ZTIUIERELZETI VD, &
#40~70 H o [ T, SOMACTON 1 IE/
kg, 5 IE/kg iz b=, 10 [E/kg ST L 22 F7
S, RRVAKEDMIMHKRE WHIAINZ H L7,
LA UHErEanci, AELXEI hdr o7z,
EE2 [ F RIS BWCIL, SEEHIRT,
{KEH*9.5~13.5 CF¥11.8 ) » 5 24 &%
T, BHEICBWTIE, 11.3g5 52258
T, RENHMmMERL 2, WEE D, AR
12T, #5200 %BoXmERL, WENRM
CHEEZZERALN L 72, SIECE W
Tix, 9.582 %5 11.7 812, HEIVEICEBWT
i3, 9.5 845 11.6 8ic, HmERL*Z. %
nzEN 123 %, 125 %o, WEOMEICH
BhuERALNL -2, EPR T 4 —
CPYURABER I T 4 —2 7 ZAFETIE, B
LT, BIBEDNHHIFRICHmMERL 2.
FINEE, FIVEHICBIT S, fAcnkENE
1biz, MEECHBWTiE, 3MEd 2K, IVERC
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Change of body weight in each group

BWTIZ, 5L 4L, BHRARRC TR
Bo¥msra bl K0, BHARE S KE
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LS TREENEZ b, 4%, BE=7 2
e, EYEcoREBENLEN LY
icBbins,

2. REMR

EE1ICBWTRRL 25T, R
BoRHA e mra bz, Ly, HE
RuUfb5 e oficit, AEXERZLNL
o7z,
EBR2ICBWTIRRL 2B TR, LE,
IVEEZ B W T HB#ENK/IARE, HENFEL
W LR 7, MHEOEERZEIEL TAL
r, sSIEIC B3, Type I i, 35.
5+4.0 2 7w >, Type II##i 46.2+5.3
2 7uvr (P<0.05), HBIVEICBWTII,
Type I ##4£i2, 36.6+£1.9 3 7w, Type
IT##EIL, 61.842.7 3 271> (P <0.05) &
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N, N IERATZ b 1, R Type I#RHE
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b, ERLFTRA 2 bz, IVEETIE, 8
Ik -T, #orofascicle iz BT, HE
A% 80~100 I 7o itET 2R E LT
13, L S REWHRHEDT 30~40 REBEL 72
s btz X, &FIC, KRpE OB
U 72 Bh#RHEDS, &5 iz%s, SOMACTON
5L 5T, RRHIL OIS AL N,
= ol
S HEnkG g & Tid, SOMACTON
i3, EZR MO 74— T RTBNTY, ¥
Aba7 4 —=7RI2EWTYH, KEMGIC
5 DREZ BIT S % > 72 REFHYIZ I,

SOMACTON 5z &k 0, #H#f4Eo AL A
A2 & N72h%, FREDEITICH S H 2 e
B8 5i1cB 2 5, BRRAYIC, ZoMERx
FRZ a7 4 —EICBWT, 2EMEE
DFREIZL > T, 12 LDHT, bTHTH 35,
WESFHLNLELNEZ B &, 414, B
EKEIZHBWTiE, BRMoOBSEISLELED
N3, KERLEIZ, EERErHL L
HLoLNTB), ZOHEH»LY, BHEH 2
B, AFHLULTHrLVWEF T, FfEEoE
BIITWEETH 5, BB ERR Lo
T o DFEE D AL E»IE, SEOBEER
Tit, AL Thd -7z,



9) BT AIu 74 —BETNICIBITS
FHRERR AR A A -F DT 5E
(1) A b a7 4 —-7 ZDVEERA BT sk
SE D 2B BRI IR
()BT A a7 4 —=7 R BT 5 IEEEA EAp R
N HRERR B AR A K T D Rh 3

O B x

(1) BBPRPART 4 —77 ROERIRE

jdy/+ LT~ F & L BEY) kb, 1/10 26

REERAEEE O SN ET 1/1000 & 3FHIICAET L T 722,
FrizZoEFEIZERL T, 561 cyto-
B [t o] metry ick 9, Hratrtue74—e72ICE

MR EIR#E KT (nerve growth factor,
LIF NGF t8g9) i, =7 ) ofRhE~
VA, 7w FEFEOMER R RARREEIICRR
B E, o5t - RERRET 5 EM %
LOWHEHTH B,

Friz=7 A\ TR I DML 72 NGF R
BE, =7 F ) ORISR O
EEWPICIEE L, ZToMREEEY SMMY
SHBHRMENBELRINDELSNTH 1D
L5+ 5 FTHERBICHT, +42RTLED
BT IVBE R 1 EWFERETELAL (1 Bio-
logicalunit) ¢ L, A 74— X
TR NGF 2 0Ed 5 &, FiE~
¥ 2 (homozygous : dy/dy LT & € & 857)
T FIEL T 2o v 2 (heterozygous :

* RBRFZERFHBHE_AF
* *x RERFHPREMES
* x * BB AFSHRIEHEAT

7 3 LSRR MR H L 2 BRET L
7z.

) &

HEFE8MEAHACS57BL/6 JiEARE 2L (o
Z, ARKH1ME), ~Fo - X200, HEE
LCC5H7BL#EA R 1L% AW/,

B L 22 RIS RRRMREEIZELIC10%
FiERL< Y > TCEIZEL, HERIicLD 57
4 >BL, 8 um DEBEYVIFEER 1%
o cresyl violet Tifefs L, Rz DUIFEERE
400 BENBFEHIZI KL 2. REBRMEEOSHE
BETHEHEIN 7= 2—F—%2HTE
wHOKEiEZ ML, &3 8 pm NAHEED
EAKE LTHIZEL 72, 2w Carl-Zeiss o
particle size analyser |2 Lk 1), —-D>D3gEH
FREG ) DMl & SMEOKEELZERIL
2. RS — DRSS & % 115 MRS



122\ T, Hendry o et B iric v,
BIE L 2B OMEIEZAT - 2%, 2 F 3,
—D—DDFREMINTEIL R 2 TH B Y, —
DOMEMILIZITNTERIZE AL E NS 1ED
HEAHLTBY, S Tk E
K% B EBEADES L OBR» LD —H %
—H - =&z overcount L CTWADT, I

FAZIEY 3 72 h DBEHIFHTH 5, Foxid
IhEz7erIacillAs, KMo Ea—2
— AW TERNFHEEZIT- 2.

b 3
R llcKkx D=7 ZNDIKE, FREIZEE,
ER R OMEIE L - iafs, FHEREZR

%1 Morphometric analysis of superior cervical ganglia
of 8week old dystrophic and normal'mice
counted corrected
body ganglion neuronal nuclear neuronal nuclear number/ 3
mm
weight volume nuclear diameter nuclear diameter
(g) ( mm3 ) number ( um ) number ( um )
control m 24.3 0.131 15548 9.912 7597 9.717+4.598 57990
dy/+ m 20.7 0.083 11309 7.558 6240 7.657+1.973 75180
dy/+ m 17.5 0.080 9050 7.912 5015 8.003+1.871 62690
dy/dy m 11.2 0.099 11512 8.806 5855 8.893+2.918 59140
dy/dy £ 10.2 0.058 6242 7.619 3413 7.772+41.781 58840
number of counted nuclei
2500
Control Dy/Dy
2000
1500
1000 _
500 -

number of corrected nuclei

ﬂ@
i

1500
1000
500
4 6 8 10 12 14 16 18 4 6 8 10 12 14 16 18 4 6 8 10 12 14 16 18 PM
1 Distribution of diameter of sympathetic ganglial nuclei in dystrophic and normal mice



F. REIEFAT o RUKMRICH~N, KREIZH
1/2 T, &€ - A XTI HREEH, Mk
DEFEWHLAET % 27205 MEETIIRELL,
REENT R COHOFFEIIALNGL W, I
At & Mo 5 &, BRI 18~55 %
(P <0.5) EFEHITMET LT 225, KREE
Tl3 10~20 % (P <0.1) DIEAITHEE e\,
RICEKBEENE A 77241123737, E
Beh Sl iassss, TEAISIEMIEE NS
HTH5H, WEEMBAICT LHICEKE, ~
TOTIR1IEL ) DEEFHERLIZ. ZD
a6, MNEICHL CRETIIARIRU/NE
REEMIBOFEEN LA L, ~T 1
T3/ L CRBIBTEEMAD A A5 A
Lz,

%5 =

1960 4 Levi-Montalcini® s, (3 i< 7 =
IZ NGF ##%5- 1, LB ETiOA
ERTZEZEEL 2P, EEMLTHNETH
-7z, 19754 Aloe® 5 35 7 » F # Hw
T, REMEE 1L ) oMz 8BEL,
NGF #5583 dpik 5B L TH 2 50
mERL7zEHELZ. LaL, 1976 4 Hen-
dry®i3 {1 E M IAL B O a2 BIE IE 2 4T\,
W#EZ v b o NGF #5112 & » CHliaz#n
(20 %) &0, BEENHM (50 %) i<
BMAERHLZZEHEL Twd, X, 1977 F
Banks®5 (3 14 Hite 7 2 2R, ZKEE
DM A5 %) &V, ML (neuron density)
DM (50 %) ICHELERIL 22 &8 L T
5.
KR2IHPR I 7 4 —<T7 RETRBD
NGF o) bioassay O #EH» 5, i A a7
4 —= 7 ZADFAE I RIEHAER X i2 NGF o
BIE9 2 Z & Ve & L TR £ s
7z, HhEE= 7 X Tli NGF 233 R Ei %
Bk & Miagoiing L7263 805
F %, NGFiZHEnH L WEF 252 5 L7
BPRA a7 4 —=7 A TCRTEEREHOR
FHEVKALNEZ & #2HIFL TR TH

B H5, For DHIIGEEDEBEIIFITORERIZ
HEpICIEE 2> Pe—nic bl TRy
BEENMLIZH DRERA L NIZY, XF)
T INVDETFIRIZ BT 5 NGF & #Ee
IR TICXIGT ARBICIEFEL WL DOTII h»
S, THHBBTAIR T4 —=TRICE
1T 2B TR NGF R/ BRI X0k
SITHERT 2 D & v ) IRA L AEFF O
HMAANEA 2 BB ¢lE, Ll boHeElx R
THY, FROMEDRERMEZRFLIZ,
INLNT EH b, TRMPREEIMIEERIC
ML T NGF 3 ZnHBERMBE TR L -
TR ey — > & L DETHEMED S B
BrizsEEELAReTZ &, NGF#

SngERe, ZoMoRFIc O TORETY
BTETHS.
X R

1) MI8=, HNB%E MR ERER T
MrR—Eainghim—. A{bs 49 389,
1977.

2) Furukawa, S.,INishitani, H.,, and Ha-

yashi, K. : Level of the nerve growth

factor activity in the submaxillary
glands of genetically dystrophic mouse
(C57BL/6])). Biochem. Biophys. Res.

Commun. 76 : 1202, 1977.

3) Hendry, I. A. : A method to correct

adequately for the change in neuronal

size when eétimating neuronal num-
bers after nerve growth factor treat-

ment. J. Neurocytology 5 : 337, 1976.

4) Levi-Montalcini, R., and Booker, B. :

Excessive growth of the sympathetic

ganglia evoked by a protein isolated

from mouse salivary glands. Proc.
Natl. Acad. Sci. U. S. 46 : 373, 1960,

5) Aloe, L., Mugnaini, E., and Levi-Mon-

talcini, R. : Light and electron micro-

scopic studies on the excessive growth

of sympathetic ganglia in rats injected



daily from birth 6-OHDA and NGF.
Arch. Ital. Biol. 113 : 326, 1975,

6) Banks, B. E. C, and Walter, S. J.: The
effects of postganglionic axotomy and
nerve growth factor on the superior
cervical ganglia of developing mice. J.

Neurocytology 6 : 287, 1977.

(1) BHRFPAT74—TIRIEITHTES
TRGEH~NHERRERERFOME

=] #y

BriifBrAalto 74— 2ATIEETE
DK ERER F (nerve growth factor L)
T NGF :B&E§) LM EaiErEssFiE L T
Wiy 2 (heterozygous : dy/+ LI~
TuErEY) ickl, A~ 2 (homozy-
gous : dy/dy AT k€ & 85¢) THEHIZET
LTwaZe&®RHELEY

ZZTNGF #&5nHo At 74—
ANDFEF PR~ DIER £ 5

LT RRET L 72,

7 b5 3

4B Alte 74— T X, KEAL
IE, ~57w2 4k C57BL=7 23 MLiC7
SNGF?20 ug/g # 43 H 7 HESARME TICE
L7z, MEBE L CEEERE3E, ~7T 23
pu, C57BL 3IticH:fr% 7 ARG L7z, &
wARE L0 24 BRRE I R R %
i, 10 %htEkR<e) > TRZEL, 8 xm
DEFYIE FVERK, 1% cresyl violet T3
B 7., RzDYIEARE 400 5N BREICHK
+: L, Carl-Zeiss o) particle size analyser T
— DN ITRRFEE 0 ) DAL & EHIED
MEELEML 2, BEREOEIKES LD
LEANER RS> L BEEFHT 572
&, Hendry®m#H oy Bc e RIE L 72
HEEIEIEL 72,

b R
1iz NGF 5. e 3 e L TERZRSGD

NGF treated NaCt treated
Dy/Dy Dy/e CS57BL Dy/Dy Dy/« CS7BL
3
"‘(;“ 2 P <00 P<005 P<005
gangtion
volume 0.1 I I
10000
corrected
neuronal 5000
number I I
Hum
12
nuclear 11
diameter 19
9
: I
U l 11
9
20
body
weight 19
1_1 l 1 N |

Each black column represents measured profiles of one Imouse.

1 Morphological changes of supeior cervical ganglia after NGF treatment



NGF treated groups

number of nuclei

1600
Dy/Dy

1200

800
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N

C57BL
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NaCl treated groups

number of nuclei

1600
Dy/Dy
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K

1m
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C57BL
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4 6 8 10 12 14 16 18

am
4 6 B 10 12 14 16 18

2 Distribution of counted nuclear diameters in each group

#HERERL7Z. NGF #5 ciRENZE bz
LAEAR LN LD » 1, MRkEIERIZ NGF
"5 TRrET8% (P<0.01), ~T228%
(P <0.05), *fB&24 % (P <0.05) &¥4fm
L7z, IEIEMIRE%EIE NGF #5T, &€ 23
% (P>0.5), ~7w42% (P <0.1) &¥
L 7225, X HR T3 5 BodEhic & & E -7z,
BIEFEEERIZRETI6% (P <0.5) 3
L7255, ~79 1%, M7 %HHEMTH
-7z,

2QIBAERERNDE A 77 L TH 5.
K2 OBET—MLEI R d2H1 B D
EA 7Tl CHRL 2, NGF #58
T, RE, ~T e KREREANEMATA S L
7255, MEBTIRITEAEESFALNLD -
7z,

& %=

EEWEZ v <722 NGF ##& 53
% &, EEEEREMREEI O FRCM Ik oy
i, MIEDOKRBMEIRE 2 Z EHILN T
33 —HHT A7 44— R2BWT
i3 43EEG, SE (BIREZE) 2, RN
AR O KB AL L Twiz, 4D
NGF #: 53281z & » T AR 8Em L,
MREERONAT B2 X e BELE, R
LOEAEIE, HRHICE > TORENAKREHT
Breh o> NGF @4 A 5 & Bekd 2 TR
THD, LPL4ABTRTTICRELY X
ITERRAER2EATL TB Y, NGF 5k
> TH ZDERCCEEMRIZBDO LN H -
7z, EBAEAR R ET o KBV B o N HF
maturation * BifZ L T3 D, I maturati-



on 2SRIF LA L DERERO>OTH L,
< 2 agelz k- T NGF 28R EH R
7e B AIREPEASREE & L7z,

X Bk

1) Furukawa, S., Nishitani, H., and Haya-
shi, K.: Level of the nerve growth
factor activity in the submaxillary
glands of genetically dystrophic mouse
(C57BL/6J). Biochem. Biophys. Res.

Commun. 76 : 1202, 1977,
2) Varon, S., Nomura, J., and Shooter, E.
M. : The isolation of the mouse nerve

growth factor protein in a high mole-

3)

4)

cular weight form. Biochemistry 6 :
2202, 1967. .

Hendry, I.A.: A method to correct
adequately for the change in neuronal
size when estimating neuronal num-
bers after nerve growth factor treat-
ment. J. Neurocytology 5 : 337,
1976,

Bank, B. E.C,, and Walter, S. J. : The
effects of postganglionic axotomy and
nerve growth factor on the superior
cervicél ganglia of developing mice. J.

Neurocytology 6 : 287, 1977.



10) B A ba7 4 —=7 XABAROMBRE
TR AE K] AR IR R B L~

LS

WEmAE & N B %
HON K

HEREIRERF (nerve growth factor :
NGF) i3 2Rtk X s o mis
PREEIAASICER L 2 o, BER, HRREHE
FHILEADHETH VP, T TICWn L 29D
MR BRENFE D NGF L~ asfllE &
NIEEB L DOBGEMEATRE Z LTV 5999,

i#E NGF &3 =7 b Y IR R
DFAFBHEEIC & > THIES L2+ H
SviimiFEd o NGF g &ix £ 0 RER R
FNUT CIEMELZERIINETH S, 22 TF
oI itz Baye L T2 NGF o
radioimmunoassay iz DWW CTHREFL 72, %
DFER, MiEPICE P 1-ANGF L #4
VOETTRWEDHFLEV;HLP»E XD, as
say i b ZOMEERET S Z L WAL
EZohl, ZoeHEHLIZ NGF 2RI
BHTHRBELLZRYVRFL>Fa2—T7T%2HNT
EARRE o NGF & # #il % ¥ % one-site
radioimmunoassay & # &t L, RN
#ND NGF #8325 Z LICaIhL 72,

ZDHFEEAATHRA a7 4 —=7 2
ZEBEEBPONGF A E TR EWE

(NGF-like immunoreactivity . NGF-LI)
PERL. TOHER, BE~>T7XADEIE
B NGF V=NV RIEL T vwe7 R

[= W =]

HALEH

* R|BRFIEPRBAEMLFHRE
* x FRRFEFBHE_AR
* % x B RRATF S BRREAR

_*

*%
0

% %k %k
™

H:
~

X &
[i]

DENDHV/2ITETLTCWEZ E2RHL
72.

HE e HE

BPAMPA T4 —TTR EHL4B»S
1MBADNHL A w7 4 —=r7 2 (C57BL/6])
IZEBE PR RIFIERT2 b AT L7, BES
HIIZ 53 L 72 phosphate buffered saline

(PBS) % 25 % W/V &2 k5 icmz k%
P4 X L7, REYA— FIX 3500 rpm T
15 4rflaEL L, EiEH o NGF v~uL 2 JlsE
L7z,

TIRETR ANGF iiMEBE 0B © 1%
80 BN A A= AT &L Y Varon 5o
FHEPTHR B L 72 7S NGF # CM-Sephadex
G50 #S5uZ7u= 774 —iC&n%&
W7 2= MRl ¥)—7 BNGF (847
=y b)) %72, Z 0 BNGF 100 ug #
Vaitukaitis 520K HEIC L) VHX (=2—
=Y FKRT7A ME) DETICHEFED
Freund’s Complete Adjuvant * > 3, 338
MEIfEIER T 4 [3% 5 L 72, Ouchterlony®i:i- L
) BNGF A0 REX#HER L 20 b HEE
BREVDEML, ME*5HEEL 22,

ANGF RGBS 58 L 7285t
NGF i % 33 %taflibide it L 72th T
AZ0.05MY) > ERBE TEBIT L 7215,
CNBr-Sepharose 4 B (7 ml) ic= 25T



Ld
L L4l

978
]

Ld bt flhfl ke k

P>

L

AR

v

24 hrs

4%c

wash with Tris
Cl buffer

Lohdph

W

L i s b Ltk o s

N

: B-NGF

@ : 1251 Labeled B-NCF

I
\m

125

PPV

I

,
,
——

I wash well to Radiocactivity

remove unbound
antibody

t Solid Phase B-NGF Specific Antibody

* 0.05 M Tris-Cl buffer containing 0,075 M NaCl, 0,1% BSA, and 0.02X sodium azide

1 Outline of protocol for one-site radioimmunoassay of g-nerve growth factor (NGF)

& 7S NGF (10 mg) #*#54& &7 NGF-Se-
pharose # 7 2 % B> Stoeckel® 5, o F ki
$€v» ANGF FeRHk 2R L 2.

B 1-BNGFn RS | SNGF10pg (10u]),
0.4M VY > B2 iipH7 .4 (50k1), ™ 1-Na
ImCi (10x1) 2iR&L, 797 2> T10ug
(1021) #Hm 2 0% ] [ #%, Sephadex G-50
Tz DR BT EBREL L
15 [ -BNGF ) Higi 1230 ~60uCi/ng T, F¥
LHUK & D SRIE AR AIE 80 %KLL ETH -
7z,

one-site radioimmunoassay . SNGF o
FeRPikE 0.05M b ) 2 —3EEe#R 1EK pH
8.5 C1 ug~>5 pg/mlDBEICHEBL, K
)RF L Fa—T7I2 200 ul FOFET S,

4 CT—RIE L 72 8 R o STAiE i [
F 2. BEIRL 7228ukizEE < DR L THEAT
BETHB. DWVT0.05 M Y A —IERERIIR
pH 8.0(0.075 MiEfLF+ F VU724, 0.1%7
MFE7TNVT I, 0.02%T 21bF U T L)
T2 EEEL, ERBEKRTRET S, 0
BREPAREEF = — 7 IcRIERE % 200 «]
FTOMZ 4 CTURFMBET . AR EKRE
LEgEE T2 MkHT 5. KRi®1-N

GF # 200 g1 (#7 20,000 cpm) iz 4 'CT 24

BRRIRGE L7218, FUBER T2 EBIEEL,
Fa—TicEo o BHEEBEEZ S, F R T
Auto LOGIC y # 7> #—TCHRIZEL 7=, 1
12 ZMERR Z Y.

= 2
IE# ke b MiF320ul 1-NGF (12,
000 cpm) ZiRA& L, $¥E%&MHT ¢ Sepharose

50 8x 4x 2x 1x

«-@-- dilution of supernatant
from the muscle homo-

40 genate

—e— unlabeled B-NGF

20

10

0 2 4 6 8 10 12 14 16 18
ng/tube
unlabeled B-NGF
2 Calibration curve using a varying
concentration of unlabeled

mouse g-nerve growth factor



CL6B 7 7 22 & 2 S NWVIEBA AT - 12k Rehs
3 (FER) THB, PI-ANGFoH 05
NEB (B TlHE—nE—2rR5Ne
PIMEDFHFLET TlIETFREEIC» 2 DD
BAHEWEABEE I N, TR, L MmEF
2B 1-BNGF L # & T 2 WE P HFIET B
LbnrEZLN, TDL I HBRIZPI-
BNGF ¢ 1000 1% &t JE1E# SNGF F#7EF
TLAHA LN, ZoWHEIT ANGF & IERERRY
k4L, L2y BNGF toEs&BnEL
CEBVYMETH D EHEEND, SHICZD
WP & A L7 1 -BNGF 13 BNGF o %F
BYUK & DHURIA RS ZE L IET 5
ZELBEEENS, INLDEREDL S, M
D VIIEEO MFENEAL -E8pHEEE K
¥l & L ¢ radioimmunoassay #4795 34, =
nonFAKE 1-ANGF 2#FI LW
Z AR TH B, EE L o one-site radio-
immunoassay EFR] 1 127777 2 & R
hKE F 2 —7EEZERE, TELT 5 HEDN
7z, &k P I-BNGF ZERBEHIRIC
assay RICHNZ 5 Z EHHRETH 5.

2 | one-site radioimmunoassay & %
vz snIEE#MANGF iz k3 18
NGF & F 2 — 7~ #FEE&RE L A 7212l
AR (FEAR) TH 2 ng/ml F TRIZEFETH 5.
SEPEL 727 AFHAKRES A — F EED
1EEARIAR % BR TR L 7247 BNGF 7%
#ERR & 12T E CREDE 2R L, ZTDHE
12k ) NGF v RN EESWHETH D Z &
oRY o/ AROW Al

ZHRIEREIC L) IHOBEMOFERE-T X
BIURIEL Twiwey REREKGTRD
NGF-LIv = z@lEL2#HRER 41
Y. ETIRTALILS & ) Tl 234
CBDHLNT, TXCOEMTRIETTAFE
B P ONGE-LIL ~XVIZFEHE L T 2w
2T ZNFNL NIEWEERL 225 FDE
EFBEVEHIIEREWZ ErHLE L 572,
Thbb 10~1188, 7~8BEBTIIZNE
3 2METH-72H74 ~ 58T 415 E

TH -7z,

cpm
P — serum components bound

1251-8-NGF
1000
- 1250 g ner

800

600

400

200

Tube No.

Conditions:
Sample; human serum, 320 ul
1251.8-NGF, 12000 cpm
Column size; 0.5 x 105 cm
Buffer; 0,05 M sodium phosphate buffer, pR 6.8
Fractions; 1.2 ml

3 Gel filtration of the incubation
mixture of human serum and '* [ -8-
NGF on a column of Sepharose CL
6B

Age: 10-11 weeks 7-8 veeks 4-5 veeks

0.120

0.100

0.080

e ® oe0es e
. o o
g ® 0 O

.
H
K] @ .
S .
$0.060 b g ;
z t
H .
0.040 had
.
L]
0.020 $
0
-
~
dy/+ dy/dy dy/+ dyldy dy/+ dyldy
average 1+ ++ ++

'::"edt’.m(g): 22,8%3.4 11.781.3 19.6%1.9 8.0%1.8 11.732.5 4.9%0.4
5D

e : male
o : female

4 Level of the crossreacting material
(s) with B-nerve growth factor in
the muscle of dystrophic mouse
(C57BL/6J)



* E

MiEdzi3 1 -BNGF s #&6T s 89T
BYIEATELE L, radioimmunoassay #iZ &
5> CNGF-LIV~NWEZMETBENRE &
fEEE %5,

#5112 BNGF FrEHEK TR A F 1>
F 2 —T7 %YL 12 BNGF 5 RHATEL
Fa—TEHANBLI EICL ) ZOESTEY
HEB1-BNGFOMEER M2, HAM
B oONGF-LIo#EI iz ks L2, LA
L I 3% % o> NGF-LI v ~ v i3 8 5 /& B e
FIEAH N LD ERELREENRAFK L E D
I MmERIcHFEET 5 NGF & IR RS
THAWE L ORISESR, & sicmiitho NG
F OHAHELZHLPICTH I L8TFTH
5.

NGF 3= A CIFETRICKEIZCEE N
T 350 % { DAMERIC D IE A5 FIE
+ 3. Murphy'’ 5 (33538 5 » + BRHMAELS
<7 A SNGF & #4720y, HBFmicz b
HTHEMLEEEETLIIEE2HELT
w5, LALBENEZ S, gEEI N/ NGF
BWEr Hlsh TcEn L S wikElE2HE - T
WEDPHLITIE v, 5H, HPXLw
T4 —FIELTRAERIEL T LWL TAD
B BT 5 NGF-LIv v I BAFE %
EHRVWHE N, RiECT AFRBHHICIE
Ca KR ME7 0 T T —EPR1) » 7
FT7T—EDEED EASREPENTEY,
NGF-LIv ~nicfif & 0w+ 5 LT
LTWaaHgEbHFZ o 5. L LREE
<=2 (4~ 5:8E) THI2NGF-LI
AR Z 2R, TTICEFEH LA HEL 22L&
512 7 ~ 8 AN 7 AT NGF i
HLr~ Uz FLVWEFRVWEENRTWS Z
Ll EREZHbEDE, BHYAIRT 4 —
SEX B BIT A NGF-LIv~L & i
124 & 2 DFEBIMEDRIR E 1L 5.
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11 ) Facioscapulohumeral syndrome:

The non-hereditary variety

el

A B Fhe (FSH) BUSGEfE A 2 13
ERICIE, #ITHEH Y 2 e 7 4 —fELSNC
L, MRV EEIE, SRk, AEHE
EE L ED»MLNTEY, 1 IEEE% K
T30 ZoHiciE, ELICHLVWERERAIE S
NTYWBAREEL RSN TV 5,

KICFCHET B REMIZ, HEROHE X3 R
SR ERT .

HER 1 45

X1

* BREHE > 2 —HERT

7

i

SR 1 274, it

FaAEW], HMERDFEEIZIEE TH 57205
18 » ADEE, 40°CiE{ DFED D - 72, Wk
oz -5, wHIc L) 1:EMIzE T
fREL 72, 1 » A%, B I »TWnBZ &
2RO, EERCAE ETED 25w &
IR DOV, RERICEL), K)F4 & EMD
Bell jfj# & Dzl 2 5 1772, 10 4, ERfiCHE
WE B 2R e, 154, Kewks © FSH
B A ba7 4 —ExEbiL/zd, HEX
TIIEIRIBESLD A L, E=MAGHOERT
R A2 bz A b e > 72, 195, KR
BRIEBEFG AR TL 241 & v 5 Z b 38 5 4L
oz, 21, B1D kS ShEmE» A%
RL, FRCEMICE L, EEHLHL, &
BBAasa b5 (F2), mix CPKA#EIR 237 (IE
H<100). HEXTIE, BEOMRIFEEDZ
fbxiBedrz, FEREIZ T,

2 EBI] BEE



fEF 2 154, Lk

H:1% 15 4 Holy, BEE 2 2 N Tili %
I T 7z, BBERE, LB EAYD DIZSIHHID
IZERDE, MBIZERORE»Z L w2 &2
3 oF, KREFRPE TEm T < JIETT,
G, Gowers iR ME & $4E = 17z, BN
TIZ AR ZE b A BE b 1L 72 D, A RIS T
AR TIRFR e 2 T A S L o 7z,

Ditg, BB OB IR TIZR2ICEEL,
15F T, bIHICBDOLNDRETH 5.
VUfi%, HeEEod 4T jump type 271 L, A7
Al Jicsmys (2 3), miFCPKIX29. Fhk

BRI 70w,

Aowrz,

X3

HER 2 5

SEF 3 494, Ltk

54 1 » HOWg, &gk, WA, lEsdh ),
HMHCTEIELZ. 2 » A%, BEBUZ, #Hih
AREVETY), BHrE-F TN E

2wz, 72, —ATELENT, KHE
DHEN A > 72, RERIZ VNRRE" L2

Wrl 7z, Zotk, BHHETIZHZDiEE ZHh
> 727%%, VUK, HEEEDERICxEL, FEz DI

e Tl 2 5 U 72, 49 oF, BE1255 <,
M D TAR DA 5 41172, DA LT v, J§
B bR, BEATES, RIS
sl 7z, 1M iE CPK (3 40,
phasic unit D2 % G872, FREEIZ 70,

PLE3#EGIIZ, WL FIEDIES L,
B, HDVITTHBICIHEAMEICRIEL, =W
DRI T NLR) A EE3 N T3, $ S
WAL, Z-E5 D L LREAENFALNT
W3, ZDHZRDOHETIZ, FFEFICW-LD T,
—IBOFERIIEEPE R L T b, FKIEREIZF
LAANTOL I NLEWT, mERED %
U

1965 4, MRS 20%, 3FH;, THZ (?)

i 5 X T 1% poly-

5

1 W BARFERE L o MR M o BRI, AR, DU
BORAIHEFHEZ FEERL TH D, ZDIEMIZ

FRED 3HIEEPLL T3, & HICFEIEDN
RV EEZ SN BENTIZ,  Fr I EE R
%170 - 72 FSH AR IR VE i ZE 46 0E o AUE
WEPHsH ), TN LiE#HTH SRl dH
2. Hanson * Rowland®(z, Mobius #Fff#
2L 72 FSH®Rf Y 2 b o7 4 —5E % il

LT, #HbiE, REDNIRWZ L, A
FEDHNZ &, EITOBEF W &, KEBED

TV A IGBEDOREE L THFAL T3, [6
Mofliz, EFL2C k> TIHEE N T
5.

FRED 3HEBIDFEIEIC I, I 520D
GBS L T B REME L B 2 51 575,
BEL R TIIZEN L ) AT RIS S Lk
Do 72, 2GS AY, 1272 L T gene-determined
DIFA TN E ) »IE, L HICKRETZ2ET
5h% 0 Hz23, FSH syndrome o)



non-hereditary variety & | CZ82# L CE =

7zv,

1)

2)

3)

BN s L 22O,

X R

Furukawa, T. and Peter, J. B.: The
muscular dystrophies and related dis-
orders. J. A. M. A, 239 : 1537—1542,
1654—1659, 1978,

TAREC—RR, SARAEE, @MgE—, ERE
EAKER, HEEHE, BEEHE, &) 8,
FHHE 5l - Facial diplegia syndrome &
proximal muscular atrophy % &4t L 7>
3 FEFI. ERERMIEE, 5 © 658, 1965 (¥)4%).
AAFRE, EEE, OBk, HIRE
K, BB RAEWRIZES SN RKHTE

4)

5)

6)

— R PE BRI AR R % 1 - 2 BEEE F 1
B ZL PR AR PR R FEHEAE. &% 67 o] H A<tk
FLRHMG RS WAL, 1978, 11.25,
Hanson, P. A. and Rowland, L. P.:
Mobius syndrome and facioscapulohu-‘
muscular dystrophy. Arch.
Neurol., 24 :31—39, 1971,
EIRFES, R, FRIE, FAMER,
TS ZhIREA L Y congenital
diplegia % £ L 72 JR5E BOVERATEA °F L
By 2 b a7 4 —HED 16, B,
16 32—38, 1976,

BNETHE MR BT 31T 258 (EFn
FIRE.e, fkkitEsls, 1979 (EnRidT),

meral

facial



12) 5 B PER B BB ST

— 7 — NG TR T

==

FHmNE & A M B
jlﬁ E’IL***

g

EH LT, FEEDHERHRICB W GEITERD
2z} a7 4 —fEY(Limb-Girdle £ 7)) B &
U7 ¥ i%ge B2 (Charcot-Marie-Tooth¥s,
FR RN ZEVEEE, TR TE BURR, EIEEEIIE,
Kugelberg- Welander K D GIEBIZOWT,
FKRAX LTV, HBEGERATERER
H LA, AREEITRE B RNRED Kugel-
berg-Welander 3% (LT KW K & BE) # & D
HIF, & LICHMAKRFAE LT, BIZE
ROFEHT & BE TR B OBAER D%
PRSI DTHET S,

& =

197146 1 B4 5 1978 4£ 10 A T Wi
ICIBIBL 72, BREBRANTNTH KW K2
FUmEE L TRRFAELIT 72 B2FKR, &
E# 42 82). KWIKnzhichH iz - Tid, B
RIER B & OBRRRARE, MiERERE IR,

HEXE X UTTRELRR ) O EREZIT, B
AN L 72, FoRE, 1) ELLGE
% By L CEMBICB LU, 2) 8l
B FHIZRIFTC, 3) BHERB L UBER
FRRIEE & L THRREELZ LT LD
SEALZTLNE KWHEERL 2.

* BRBAFEFRAL
* * EABFTEAMMRBEAR
* ¥ ¥ EREAFEFRE=AH

W (KWJH) 2 DWW T——

e

1

. . kk

hB ¥ M
% %k %k

H F B 5L

5, — i ER o AT 1975 EHifTOEE
FxEIcEIBEREBRAOEL .

B oo
(DEMBEERDRHE~DESHEDNIRE
AR, IJITHEEERIC L HNT,

B e LIEFORRERZ2HY, RmELD
GolFEOBEHICE > TR 1 oW EE

%1 KWiRnoltthoke
EEXIEE (W DR 12.5%)

SN R | FieE .\
TS | R | TR | mn
2 6 12 8
3 6 18 7
4 7 28 10
5 4 20 4
6 5 30 8
7
8 1 8 1
9 3 27
& &t N=32 T =133 R=42

.. R-N_
T =0-0991

% SEp = /%&_0 0297




L, sl (P*) BXoiEisst (SEx)
PHEELZZ EZ A5 P*=0.0991, S.E. =0.

0297 1% 5 L7z, Z U S BE D IFEE 0.25
IS, FL KL, ZoZE3HEaaEK
HIZEL, L7722 TRIRERICHES L 2oV,
(2EFUEE

L DEHLRRT, VW& IHEERLK
#H35E 0.12540.0585 LN, ZNERE
BEBEEF D W & SRR (1 0.04) b~
LEELLEN,
RZAFHEENIRHFE~DEEMENKRE
—HEHE QI EEREREEAD) B o
KW 5B 3B 2 M5, FE4liciiidlzL
5, R2oML Tha, R, F45ic KW

WOEEIZE L RL DD, ZTITIELTL
L TR TES Tl DT, b HERL
T, —EEAv 0 KWKo E (Pg) % 0.
00195~0.00465 % & 3 5.
AEE > & FEREBIEE (Q) 13 0.1786+0.
0512 1% 6 L7z,
SRTFBIZEH~OBETEL, Q=V P,
»LHEET B 5, SHRERIEQ>YV P, OF
DB b N, AR LBEAL %\,
@3RN AT DORER

kD KW 0 S5 5, —ERIdIREEED
NDLEINDZEDBEZLNDDT, RN2
DONFHTRE 24T - 72,

®2 F455, HI—REFAF O KW IHHE

PPN 5 “ & it
5—9 2 (0.0029942%) 2 (0.0015269%)
10—14 3 (0.0038489%) 1 (0.0013349%) 4  (0.0026169%)
15—19 4 (0.0056027%) 2 (0.0028654%) 6 (0.0042496%)
20—24 1 (0.0021269%) 1 (0.0016632%) 2  (0.0018667%)
25—29 5 (0.0089844%) 1 (0.0016599%) 6 (0.005177%)
30—34
35—39 2 (0.0039567%) 2  (0.0018369%)
40—44 1 (0.0016697%) 1 (0.00147929%) 2  (0.0015687%)
45—49
50—54 3 (0.0065294%) 1 (0.0015767%) 4 (0.0036573%)

A =+ 19 (0.00465 9 (0.00195 28 (0.00322

= " +0.00107) +0.00065) +0.00061

#F3 HREFEIBOHEME & HFHE
_ . s  KWHTELFE L 72 [F) KWAHET %
FIRRR | FIROREEY popew euses) | IARBEOWIIEE
S Ns A B A—B
2 6 4 5.14 —1.14
3 6 5 3.28 1.72
4 7 4 4.32 —0.32
5 4 4 4.05 ~0.05
6 5 3 2.19 0.81
28 20 18.98 1.02




@B FEFEFFIC DN T

KWimp g L - Rk & £ o Hei
DHEEIT 725D ThH B, KWHHI§TT
B—gMERRTFICL EHELT, KWz
HUHEREY p=1/4, EHEHE 2 ELHERL 4 =
3/4 EF U, ~T LTS ADF
NI LERKWIHER21ALLZE L - 12KRD
SEAQS, 1 AT KWIRTH b KRDEE
Spa*t, KW % 1 AL ES %h - 72550513
TIENLT VLS, INERVZ1-CIZITRER
SN, 2N 9 B Spq* T FTKRY KW oo Bigs§
LEERIZ D, LI2H-T, »wE S ADE
DIHLEKWHEL L1 AML2FERE
BHEENETRE, KWiRZ1IALD>»E
TWEREEOBIFEIZ, NsSpa*/1-¢° ¢
iz 6ib,

ARERHZ D THT L 724ER, &3 oL,
KW ka8 LU - Ffa#s (A) & KW sEas
BRETEBEOMIFHR (B) LtoXEi3EL
BB, BFHETIZAD»BLI Y RKE W

{EH1] 5 17z,

O FESSh T

— RIS IBIGER R S 2 WIZERERE I
Bl MR DB DFEGINRADH L L DA DS
5, KWIHIZOoWTyL 2B E2RET 572
OHHERDBEDESIICHEEZ KD L 2
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b, XEEHOGAEPBHREB A L7 4
—EICHEMIL T3 Z s EATNEHEE
BINBEH, THIZDWTIIEERLDOHER L
FEETH B, HELDEEFUZIE~, AHEF]
1%, BEFHIBNZEIRLTEL, 5XRLD
FEFI L RIERTH %25, FERDEITHFRA L 38
HHENLWEEET, B CPKorL )b
ANAELNDEZ LB L UMBEREOSTMHORFH
IZDWTE, SRORET 2Lz,

=
Ba

b3
Duchenne i 2 F 1 7 4 —fED I ER
K &% 2 543828 5 % % myopathy
DFER F B I ER S L 72, Efl
BAT2 T, HIRMICREL, KHEGY 2
Fa 74 —EICIRCHEREOSMERL, &
B THEENENLEL, X, BERT, HLHH
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7MIEFE, phagocytosis 7c & DEAGIZ e - 72
(F3). L2L, HIffHEEEN L X P 7T A
T3 80~140 ¢ D KRIFARHEDTIMHEH T H
-7z (R4), F2d 0% L OBHED 53 %
EEIML Twiz, BEOHEREABHEmE
BERFEEIE H 55, RIEATRIZ L b - 72,

ATPase et TlaFEHEMMEL Type I fiber,
Type II fiber |z & {2586 541, mosaic
pattern »s4 & #1, Type 1 fiber 12 94, Type
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1I fiber 88 %5 £# ¥ % Type Il fiber predom-
inance# 1k L 72 (X 4 ). Gomoriod trichrome
A TIIBEOMEREGENEME A 5 25,
P FYTERELSELELIAARIEZLS,
BHANCL I Par PYToRYE, FHRIHE
DHRAE Y ENLIBD L - 72,

ERI 2 FEmHEOEL

HOEQO, 53i%, B

BIERIICHER L, HIEERIIEC v,
IR & ZRL - THEN R LT LIS R ASD
SUEN BT e o7z, F ARSI FERAN TR
L FEHICHEML TW5, i on, BE
EHEDDIF ) EETROFEIEITERR L 72,

BUE | HEMREZWARRICEREIZZED, T
BEZBRRE DM A L EEH 5. HHEBIZIEH T,
Wi EIEERIZIEE TH B HY, KERVYTAESS,
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femoris muscle)

80~ 140 ¢ HRFMHENEMAZFEY T, Type 1 fiberl2 9% Type II
fiber 88 9% & Type 1I fiber predominance # 7R 7=,



RKEHTICEEERTL TS, FTHEEMD
HIZIEHR. I =7, BHEMEEAT, BiIZA
MR e v, BREFFR iz miE CPK (3 674
EFFHAL & 8 EA L, GOT 62, GPT 39,

' % T Tl Bl &5 € short duration, low am-
plitude NMU #32% (H5), ETED%%
D55 THEEF B R o0 5 v~ polyphasic NMU #%
BTz,

rt M. brachioradialis

, 1 mVvV
10 msec

5 £ 2 DRilEEE T short duration, low
amplitude NMU % 327>,

VUE2F b ERNDESICH D,

1. Eia8 A 2 HICKERMNFEF EE§
SEEDGIET & B EHE, TREFEHNIE
REFDH,

2. BHERTERICY s F—dEb N
AN

3. BHEMRTHREMEZEE Type 1T fiber

predominance % 87>,

4, BIMBIZ —X 2V IFDOEHEEEED
7z,

5. SRR H R EMRELS RGBS E 2
sz,

% %=

AFERY 2 IO ERROVRE L, HEERKZ XK
W35, KERDUTHERF OB WZEHE & B %
&72L, BRADTHEORMFGOEWET, TR
ZHHBHOEKEERS, 1l —X >V 9H
FEUEL Cw3Z e THD, KIBMIEARIT
ErNZ A 7OITHH A a7 44— (U
T DMP rm2§), BFEHL,
pathy, central core disease 7y ¥ D FFK M 2
FovF—, ZOMEERD I A F—TEPE
n, EEFBEREBE CLE» 3NS5,
ZD) LERANICRIET 5 2RH% TlE, KB
VOsa i Ic bR L TR s T Ic B 3 ¢
HE I N T 5, 1939 ££ Denny-Brown 2,9
13 42 Dt KBRIUSARRIZ, 5 E DA D
RIG L7207 & B % a8, 204F-t%Turner
& Heathfield®i3, F]— 8235 Tl & BHEED
=A%, EWRTHEBFICLERLTWS I E
FRERL T3, BAEK T, RIERRD
ZWIZb b s, HEHEEERDKNTR
[6] - BEARESH L, MELSHRHR LB
nTwv 3%, F /2 Nevin 5?0 late onset mus-
Shy & McEachern?o
menopausal muscular dystrophy ¢ i - i
VEARE DT 5, B, EREHLB» 31, 5
H 4% (3 Denny-Brown o> ffl] & 13 13[E U fr K.
T, BRBEREEZLNTHD, Fox DIEH)
I RESEEER] TRIBATIAEZ b, Bk
T RIEMIDRME, HMHEDTIEH LD 5
Y, ERHROTHEMIZ L2,

1922 & Bramwell™j3 fr £ 558 ¢, KBEIY
SpHOEME M2 EELT D 2EMETHEL,
VRO EHO S A L2 R T ELEHIL
quadriceps myopathy & M-I 5 L H 2% -
7z, HOBNIKRERIUIER D 5 HTL, FHEH

nemaline myo-

cular dystrophy,



X REERANRIE L TV 5 DHRHRT, BT
Epseg, FNLIETIZ Erb®% DMP v —8d &
LTEEL 2B, 59FNBETIZHENR
HEEE & D, KEHOB - HEMREE TR
SHEGOIKEZEH T L, Zoflix B
&IEH T, I THTH 5%, BHEHE -
BB KD FG 12 TRz DIEFHCFILL T 5,
¥ 72 Walton 573 KERPUTE o> 5 & vastus
medialis ?HZE 5 & vastus lateralis DBk %
2B A5, KIRMEEN I 0FRALET 208
+ 2 gEF & 45 L, B 2 DMP o) forme
fruste & L E DT T\ 5%,
WER D BER- AR L, r D
R ClE, O%/NREAICEEIC TRR=8E1F DA
KB, BEL TLWREEIH B Z &,
@QERANIC L > THHRBERIE -2 LW
EHhLIEFICRENERE LB I A F—
Lz L bHEpRY 5, Walton®s DMP
%;“Pr_ogressive, genetically determined,
primary degenerative myopathy” & SE# L
Tvb, RRDIEFNLEATEINTZEA E S
A3, BN ERAARESTEREIE DL I,
HEXLE, EEECLHERERILIED LI
L EEZ L, Walton v BEFERD
MP o) forme fruste T& % A HgiEII EE T
X7\, ERICSETERBEN T EZVWE
Yo 2 AreF—Th HUHEED H B, Van
Wijngaarden®, Espir & '?i, quadriceps myo-
pathy THRENFIENH 2 HiEL T 505
Z# 5 b Espir & o3 8 A IEH IC BYF
T, HEERHIEETH Y, KERMYIEG LS
DBHHL B E3NDE S T2 DBEIEHEL
T3, HREARESEEERIEILND
HTRLD,

F-EB 1 RIS & 5 ATPase 4
i3 Type 1I fiber predominance % i2s> 7z,
Type II predominance |3 i £ 5 1 £ F#E
FETLIFLITERS b3, Furukawa s Wi
chronic neurogenic quadriceps amyotrophy &
L T 2 oo % 17V, Kugelberg-Welander
5o forme fruste L EEDIT T 5,

Z s nEEN,

Kugelberg-Welander J§ N4, R

Ok, IBRHEE, AW, JRIFEoEmZ &

HBRMEELEZRAET S Z &L H BHHY, group
atrophy, angulated atrophied fibers 7¢ &

ARG % B 2 D h—ik#9 T, Type
1I fiber predominance # ;=73 fEBI 1 Tl3 5

EXEYIZ L HREFEEZ LA 5 0T <, Btk

¥ cgroup atrophy i 32 & #13° Furukawa

DB &Iz R b, Al Type 11 fiber pre-

dominance{z =D > T lZ, =4F 5|3 Becker
FIDMP O ZE 4512 35 ¢, Type 1I fiber

predominance # SR L 7zl # & L T

D, 3#,vF—T% Type II predominance
FRIFHDBIEEZRL TS, TDH
TEEF 1 IZZH LI UL T Y, FE

BIoFE E %N 5 520 Litiewa’, FKER

T TH D, Fi2rv—X >V > IF T Brooke
5133 Type II fiber atrophy #3ZsH T3

H%, FEFI 1 Toe—X > VIR niRE, B

HEMRARICES L T 227l THY, 4%
S N :

3 fovF—, $5ic DMP iz $ERSM RS SEIR %
BHEL 222 F 2 DFRNLZIRY TIRIT EA Y
7+ {, Westphal®»«DMP ¢ 3 % 7 v—X
R, BWRTT P —YhE2a0L 228
HLTWRITES, Efl1nL iz —X
PV UHEAHL T BBl EIZ L. K
RN TN v — X >V CIRFIEBE N LD
T, IFAF— L t—% 2 I EDIRKRD
BHETH BAREE I EZ LB HS, I AF
—HERETH D2, 23—% >V IRDHE
MEOSHBLL THRBEL 2 E 2 b, 5%E
12, IFoF—N—X VIR EDERD
HEATEZBEL T TFETH 5.

i ]
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EFRE, 1flicr—F(>ViEeaflz2
EIRaG 2 8E L 7z, mint, BRB L UB#E
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L BYED I 3 F— DRI F 2 Sz
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WRmAE e W R # " & % T W N B

FRKEH L A7 4 —fEDKKIZDOWT
2, EHE2DwRHENILEIAHTHY, TR
BE2ZBDHTH» L LEREREET S L1,
Bt nBEM L EZ 2BMELDR LN S,
Fexiz, EBIBREAT 24 FIZRIEER
T 2UI%FEBR L 72D THRIEDRIERF 2 E 2
bFkT BMbd2HEEZRETS.

E Bl

34 AOBR, EIER S, M
mizZe L, BEODIZHEL, Z2REREEN
MEEAL, B9 H T, ABIZ, HE
B, @HMENHOEREELZIEHEN, TR
B DA UBHEL, SEHESICIERE RT
i -»CT&722, B, F, & M EBEoiEE
iz, WIFNLBENMEREEZELIEH, T
TN T ORENIOGIR #5855, R
FHITRTIHEERL T b, ZOHDOIEHES)
FaEIFFE L GRIE, 34 o ABUE, HEBIR
[roc] [e=][HD] [Hnliy, #22
BThD, Lrd, wind D TRHEE,
BEHICIZE-EVHE L NLWETH S,
LAaL, BEHIOHFIRIRPRRL, BritsE
FRIEHDIEETRL, RSO MWITIZ,
IRCIELCTE 2 5. #BAITTHE, #B3L, AT
THE, @HOHOIKER, BAOIEFELL, #
2/, BofEkiiiEd, HRLEEICRSL

* RIPRFEFEHEAR
* x FINRBEFI ) =v D

Tw5,

SRR T3, Creatine phospho kinase
(CPK) =2 Tidthik¥ 5., %27 AT
ITo 7z Tid (H1) BHEZENKRAAE,
Zicmz, FLWRIEMENREEZESH S
BB %, 2 ) REETHEEL 2. £oflo
H{bFaRRE L 2, FRCEIz L L. CT 2
Xy T, BEZHLE LU ZAENFE
L WU % 886572 (R 2).

fiE B2

37T ABR, WHIER S %R, WM
L, B—FCHAAUIZ L, FERUZENOME
FESIFEZE ISR, MBTIZI 2 IRETH -
7275 MEEENC, RERIcEEHL, FLw
BHEHSITERE L. 29 A2, X
EbhT e FEAT, BhHE4e < TEE, BAMLK
N EIRFRIZAERN 220 5, BESTHIE
BN ARG T, MBS, TUEGRALE K
Bk, B, EHEAYM L THY, BN
BREMREGIE, RREASOWMGIR 220, CP
K 12,400 HAL, H=MATRTIE (K3) HHEE
FEDOKNARR], ZHEICMZ T, ALE % F.i
ET BHEEAB S TH Y, ZOFRLER
GrHREAR R 2 V) [EPUS FAE L 720 X—EBI,
INERRHED 7N — T HEAE L T\ 7z,

(AT uaAf P59 5 /e

ERICHER & DL L RIETRDS, F
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Fia#EE RS,
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Case 1
2
Predonine
1§ 5
(mg/kg) I I
0
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serum
CPK
(1.u.) 3000}
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4 EGI] BIBEREATOA R
#eh-tho i CPK fZ:Ak



Case 2

Predonine 2

(mg/kg) 1}

12000

10000

8000 |
serum

CPK

(1.U.) 6000

birth 1

X5 fEF2

EFI1 T3, £33 HAEEYD, KkE1 kg
L0, 2 mgn7v F=rE2R55E, 18
Hewi 1z, CPK 1% 3655 Hifin & 1, 2500 12K,
BTk 18R ¢ 1147 & ¢ ), CPK &M
CBL TiEELWEREH D L HEL 2. L
AL, BERERESICIZH S 2 A SR D 7258y
4 4 A Tk, Fowviziz, CPK616 oifst
TS5 2k L2y, CPKi3, B LR % LA
®, 179 » A 2235 DB S THU 7V F=
> RBMEL, EIK365ick o7, LaL,
DEF EIZ B W TOREREY L SEEIZRE S5 Tl
<Hikd 5, 3EBETCHS, Fiz, 1099
El oz, HIRBAERAERHKL TR
BEZEL TS (M4),

FEF 2 12BIL Ti3, 2 94 AHEE, CPK
12400 DB ST, 2 mg/kg N7V F=> %5
L, 1A8R1T8913, 213293 &% Y,
K 1266 & T - 727%%, &G RLEIHT S
&, CPK»* k5L, HE5axMms 3 &,
CPK T3 AmA L &, 11400 i 7% - 72

-
—

BIEEHEATOAL F
#5140 MiE CPK HZ4b

HEicBWT, B2 mg/kg s 35 8L
P FERLE (E5).

—7, BRI LEEE R s, #9104 A
BEF BT 2RIV OMTIE» I ) B
ENELELMREICK->TETWS, L2L
ZoM, BERFEMUET AT oA FORE
& E2C, RGBLFAEGHL TIV 205
R ELTE, LT CPKERAT S
&, SHROFEHIM L DTLKIVLEEEZ
TWBBKRTH 5,

& E3

LE2gERICBL T, ETREE 220
FBNBLERMH S A ba7 4 —fEEZEL D
ZHETH DA, SRR, B,
CPK 7t &% 5 B¢, ZWHIHEE FH 2 b1,
HHCEER 113, FBEREREL S0, BRI
i, MWILESERMEG Y A b o7 4 —fEICHEE
FTHEIF L VEEZ NS, SRS, B
ERFTRTH Y, PERBILBISERER S X b



w7 4 —REICHIBEE L RS g <,
ZDHEDAEHEINBH P A a7 45—l L
T3, MEIC b LEZ LN, BREGHY
2+t 7 4 —3EDNKCT 2% x> DFTRE L
THRINLDF EDBENFIZHREIZU T A
iz low density #3872 3@l H D, AfH)
DCTHRIZZN LT —ETBLDEEZ L
ns,

FIPNCHKT L EE2PIIREREY %

<, R BFEGRICLITLITR % perifasc-
icular atrophy % &7 & b JEH I T HAIC R
L722BRHREEZIDIELTES,

Pk, BEROICIIREILBSERER S A+ o
7 4 —EICHHE T B 8 v E BB RER]
&, BILRRERIE TS 555, KRN
WIER] & RS L, MEICBITARTaA b
BEDHR LR, EREH A7 4 —
FENFHNDBIFICHEHT 2 —FRZE L7,
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WRBHE A T OWM OB B % —
Mot T & fm E 7

Schwartz-Jampel fEZFEIZ, FFRE 2B,
KEE, B8LUMEEORE X HBEELES
P EREEE U CBUE £ TIc 26 fEH 23 34y

(B L Catel & £%1951 iz i L 726 Tl
BREILEICOWTIEE A V) AL I,
bHETIE, HW, WHI2 L0 81w
BT, Fheid, RIFRIESI 2R B8
£21F, POBERICBWTEKRS LR %
Bz TIXRBIEZEREZMZ THET 5.

AR DB, TR

EiR D IREE & BT,

RIRHE | M, (RN, BHOR
B MBI TH L. RRNIZEHHIZED
LT\,

BEAERE | iHigA%eRE, WAERMAEIZ 3. 1kg T
FLRHIDEFICRE 28870,

BUREE | BATRIRAIE, 14E2 7 B, 456
ISHATRIC R 2 05 T ), BYERo R »HEE
L% 5. 5, MO T L BELGR C,
POEZLL L, EKERIZAEMN . Toikd)
e BN HI DL 512 ), IBM 5348 B
14 B KBR57 RIFEE/ AR ABSICE S,

e . 5 E103.4cm (—3.36SD), A&
16.2kg (—1.90 SD), R HWE T, -~ F
i@, blepherophimosis # {5 $FR i1 %2 B
L, BITRRIC —RE#RFEAZ2 Eb ¥ o0 &

S, EHDIFFICEZ L EVEIERZRL,
F 2 F 2B LB TFIROBPENRIE
BTz, T LTRSS E & 21T ¥, percu-
ssion myotonia |3 386 & M7 - 1z, Lo
DEEHIT, FHICEERL, #d L,
ZDFHERTTEIRR & HREFP S BEHT 5
D5, DG TH B, HHERTIEHESL 2 Th v,
IQ 1% 107 T, MaMER, MERICIIRE LR

C o BREBKAI—RCIET L, SRR

* XREMXFE—AR

BREHLNL o7z, Zofh, WEHYZLE
RIREREEXRBD A,

I, MiHESFeERAr R - CPK %241 1U
BB 0%, MB 2%, MM 949%, Alb 4%¢&
BEMmARL, IgA »°10mg/dl LLF & K
fEE R LSNCIE, M —AReZE, Mk, M
ik, S-GOT, S-GPT, LDH, Al-p, 7
Fo7—+t, ZXMmilfRICRE L2EBDLhr -
7z.

P AE AT . © BB HERE, HORARARARIC
B %Y, TRH #5708, LH-RH &%
Er, 50 gGTT, L-DOPA &7z k 2 GH #1
MR AT > 7225, WIFNoORFBIZ L BE X
D h -7z,

fil, PRERFE, BERMREE, W, OEX, B
EABEICDRE 2ED L H - 72,

UHEMRERATIR | HEE LR & O
TRk (K3) BEHEM EEANEE (B1)
AREEH H 7z,
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3 ATPase 3¢
#W]7¢ type I fiber predominance # i85,

R XBART R L AR A B L OB Y
3 e v T LAY Y 7 myotonic discharge
o7z (B2). Lo LEEERKBHER O
interference pattern |Z |3 #4286 7, 55T
Harr D fEl 2 H» NMU o HRIZIER TH - 72,

AT R AR BRVYSE 1S CREAT.

(I) SEBEATR AR, HHEkbyy)

OPETIEH 275, HAEMEIC BRI %R
L, HEgsa CEME I 2 2B 3
ZNERRHED GRS S 7z, Z oM, o
@, & % 23 endomysial fibrosis # £ 5 /|~ %
ZNERHED /NEFDTAE L 386D 5 L7z,

®@ ATPase Yu{s, (preincubation pH 9 4,
4.6, 4.2)1 THMHELEIZ 10~60 x DRI
A L, FEIRAHEREIS type T fiber 30.4 u, type
LI fiber 31.8 4 T - 7z, Bl H FHigHED K
S FEANC IZIZITIEFEFHICH D, Fice
KA Z A S 7D > 72, LA L ks Y
BISHE % A % & type 1 fiber 2574 % % L
&, F W7 type I predominance % 38 7:

(E3).

(preincubation pH 9.4) x40

@ Cholinesterase ¥ef|= C, JEEKR D %
{I3ZEH2L, elongation A2s& 572 (K4).

@ NADH-TR ¥ {5 |2 T # v» moth-eaten
BRG2 2T 8L & 57z,

®Phosphorylasey s, PASYu s T, %
I NERAEZRED L5 72,

(II) FEEEATR X5 7 = & { mitochondr-
ia fEAE, BhE, z2ehaflk, B & crista Dz
REDZAL 7 & H%ER e 5 1,
eSO DS 5 2 H¥ 272,
lines DIHRHEESD & 172,

myelin ££#£3% 4 (3, mitochondria N 3
D DML, sarcolemma (2345 | ¢ sarcoplas-
ma H1iZ L I L K RBH LN, F 2B
TlEH 555, BRI LEBEICEREL TEEH 5
N7z, L L, myofibril (3, £f%ic Z Dtk
A& PRIz LT 72,

Ll ks, AFEF O il BB L
ELBEATHEH, WITNLIERFRN T D
o, myotonic syndrome D Ah, FE -z D H
IZBWTHRDHLNEILDTH B,

—3#Fiz myelin £§
F 72—Ehic Z-



4 Cholinesterase % ff X 400
YEENRHL ) elongation 2338 511 5,

FEPN B A

A. mitochondria MfEkE 5 & UHHE, Z-lines DIERD D L5,

B. mitochondria o crista DZEENZ LA RS & 41, —HhIc myelin KRFEEY)
DD ) D25,
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ASEFY I3 BT HY myotonic discharge % f§
9 & SR B9 TTH#£ 1S blepharophimosis #
O RLEER, KEE, AEET220BH
DEFE & HbEFiL, 1962 4 Schwartz 35 k
O Jampel”iz &k ) #E &, BLE— RIS
Schwartz-Jampel §E &2 & I F N TWv 3 3
DIZHLBT 2 LN TH D, REFIcBWTE
& b N2 MR Aoz, OBREDGE
2 b, @M#IbEMmFE (ATPase if:4n)

EReD b LTz, FBA 7 type 1 fiber predomi-
nance, @2 ) > T AT I — iz Lk BE
BRI ¥R > elongation TH B, vk 5 %
FRRD 121 2i3tar Az 4 50 5 IEH:
HOYZEILTH B, LH LB 7% type 1 fiber
predominance 5 & USEEIEMAR DT 1,
BED— W8y % 2 0 5 13 MR R BN
EZTRTZLDTH D, Hz, B
BDBL D RE I3 FEBRON E R LEIC &
NI2263NBrIizXi{msnTnws
Lo L, REFOHEXRIE TIE, BEEe
reinnervation % 5R 3 ik JFUPE S8 AT R 22
HHLNTv, -7, REFIZL LS
type I fiber predominance {3, 7% 2 55
Bizb &0 Loy, AEFIFORE, »2
WiZ, BRI A HE T AN F LB L
THRD LA TH 3,

& T, Schwarz-JampelsiE 15 £ o) Fea B 0y 4%
f# | blephalophimosis % £ 5 # 51z * I3
L WRER DB E BE 0IZH I I Re L
B2 H & b 0T marionette  like
gait, windiny doll % & » ZEH I NI HH %
BEORETH B, T HNITIREGBRESR
HEEMEC R o7 4 —HEICERS LB sti-
finess & 5 &, I ATiZ 225, 2D
BEPEHETH ), EHHIC L DEBLEL,
BT OMEDENETRORREL > T
52L& 5B s, 1961 4 Isaacs?i3, £ 5D
FIREE & e L, BELPITREZREL,
%5 &.[X] T spontaneous continuous activity
FET2HEMEHREL CWD, ZhIZBE

syndrome of the contintious muscle fiber
activity, armadillo man, neuromyotonia,
pseudomyotonia, quntal squander 7¢ & » I
TN T2 LN TH B, Schwartz-Jampel 5
REFDERIRIVFREIL, R Z D FWTZ g
T, FERED S 525 &, VW 3 myo-
genic myotonia ? B#HC 4 5 13 i BEIETT
L Y 4, T neuromyotonia i=1 L Ay
Ly icB bbb, #HE, Schwartz-Jampel
syndrome D HAEF| D % < 12 (9 Fl) B LR
#:11= myotonic discharge o4z, neuro-
myotonia |Z{ll7> spontaneous activity #+z2
HHLN T3, T4 bt Schwartz-Jampel £
EEETIE, £ DBl TEREFEFHIC myo-
genic myotonia & neuromyotonia {Z vk
BEHbLELS-TWBERZB2THSLS. =
DELEFBFWREEIC X - T, Schwartz-
Jampel FERBED Bbt 2 BAT 2 DO By ED
FEEIEREIN S LDOTH 2, For B Tit,
myotonic discharge |3 52 Tvs 2 2%, A7
#¥5, 72 spontaneous activity o4 852 B
LT G LBErBI bl Tniwn, $2
BRI #i#5 & 11T v~ 5 Schwartz-Jampel 5 5
BBz 3, spontaneous continuous acti-
Vity DERD L WS L N D H, b
BWTL 2 BN BT L AREMEEES
TERLY B BB fE ik — BAR e BB E— o 3t
7RHYEHE & L T spontaneous continuous ac-
tivity DFIET 5 Z LI SR TH 5.,
Plbizii~7z, BRAcping, BREImE
& ALY & DB TR E 5 om0, Sa-
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nerve % 10/sec M4 (normal slow red
muscle fiber D{FFIFIC 2 5 1B FIEE O im-
pulse DHEIZMIL T 2 & \» 5) TR
BT 2 & 4385 5 8T, BRI LA LA
fast fiber (Bf5) &1 % 2 Bl B A4
FHIC L ERAETEA09IC § slow fiber (ifa
) BT 22 E2MEL T3, @
RIIBRMEDTIDY, FriE§ 5 BAEFFAYIR
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Schwartz-Jampel fg5: 2 ¢, Fariello (1978
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ce (type 1 fiber—#y 63 %) »&H b, X
neuromyotonia g {4 1= 33 v» T Black (1972
4g) 9%, type II fiber 2'5g&Iic RIAL, type
I fiber Lniler b iLzeh o7z & & & i L
T35, .

Llon®EED, REFICBWTRH LR
type I fiber predominance |3 —®AEHTF
ayEagEss, Bl S T3, THoTIEH 20—
HIEKEFVEBIL T3 LB s ERE
FESEMREICDL DRV ERIEINLLDNT
HLAREEAREVEZFEZ LN,

G TN TR MR LEERICALNS
M, HEARICEN FOREEZ LI LI
r<msnTtsh, FIICKEHEN LD
trophic factor NFEIEZ LTV 5,

bikotn &£ LT IUTHRENBHIZ AT
2 LS TN Z o L DHF trophic  fa-
ctor» 1o ThsHZ L #HERELOHZ LD
TH 5.

b7
(1)Schwartz-Jampel fE (& B> 1 1 & 271
L7z, @QERBORBIZE VT, FFHIFEWL
type 1 fiber predominance %si%& & L7z,
(3)type I fiber predominance M JEH & L T
BRIk ik % 2o ¥ RAR LB E O &R
L ToBAEHEYRE — &5 U, ne-
uromyotonia [ZF Ve — HEEE L Tw
2 A HETE & SCERAIC B R L 72,

za.
A

AEFOEESTICL LN, »OR2ITH

FTHEEE5 25 L & bic, BWMRIRICT
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B RiE AR, KRRy SORE/NEERL AR
IEf, ErkR=mded o REEL 7.
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g -0 BIRZEDRRRIZ, — ORI (25
B2 b7 4 —iE (DMP) 0BG 7 4 >4z & » HE, Azan, PAS, KB %

3, Amo =2 & <L,
Duchenne %!~ Becker %, % # (LG) #
[malignant LG % (=#7) % &tr], AEH
H ki (FSH) &Y, SEREIGEILTY) ; BT
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TS DI ERRZKT E LTLHWL N T
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BIRTEN - AR - HiEEAE R &
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MIET 2HBEICOWTIE, BFEHT s
REREToII—MIcHEEL: S, %801
ZLwv, Brizzoss LR 2 RAal
TOMREE D THET 3.

Duchenne %Y, benign

XRE L UFE

HE DMP (fe o PIsks, ABs-sb%- 421 -
IEEmEepl, 1970 FLIRE) #9350 oy 5 &,
B2 EE L TR % T L 7295 Wi R
EB (AT AR 42 SERIc D SIRL
7z. WRiZ Duchenne ZY 11, JHFEY 16, PHETE
AP LEBRS, ERAEBW) R 106 TH - 22,
A BREEE (ERoRME) R bte7 44—
1 BB EL LaTHL 72,

U
Rz

* EOPIERBEAR
* * ROPIFERAIEEFR
15 RERSRABHRA

s, Bodian $E8ikie &), M#LFAY (2
VAzZ &y FYKIZ L 3 HE, trichrome %
Hl E—fERe B E O, & L CEEEMES
ik#A9iz DPNH-TR, SDH, myosin ATP
&),
B HE: (INF—n - F 2RI 7L EHEA
EHE) ENBI oz, FREHEESED
BRARAEE, HEMERE, fRETR (HEX, M
5 CPK {tifs L (1~ isozyme 43j@, #nfthor—
el e &) EXIERRETL 72, HRAERIC LD
MF L2280, fESZ & ic—aEER) B
WL/ %8B AL, RS IZEFIUELGE
LD I bENEFN 1 T, 422 BAEDHHR
{3 LB 5685 6, EBE=FE/5 9, =MAEF5, K
BREVTSESE 14, Z o8 TH - 7z,

ase, phosphorylase, cholinesterase

b 2

DMP &fRic@ 42 281b e LT3, Hm
HEX/DANR] (FHE - IEWA - IBREHZ ST
BEMEZ L9 7 » B spectrum %! ¢) histogr-
am), FHARHERESE R
2L, 2 o FUTRELY), ISR
fE (4¥ o) phagocytosis, = { —ERNMAF/E
BHME/ MR E 4 &), J.04%, endomy-
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1) Duchenne #! : QRHE & < 1= endomy-
sium, I 7z perimysium, epimysium |z {, #
HEALAS & IZFE B TR/ N SER D R R HE IR AYEZ
BEND, QEIEDIRMEILDFEE 2 EALIZ A
LI B/IBIIREEIZICE L, & IcHEBEFED
B2t KEAedd, QOHETIC L 5 HIRE
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LIZHI» T3, @f fiber type (2D T
1241k » L C sameness property # ;R$ 2
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moth eaten IKAHEEERE, I a3 FYTHR
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FSH #ijz Ho U THILERIZ G,

2) LG 78 : (D splitting 5% & { 12 EHERIZ A
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BE &) EHEMRHE (moth eaten #2281k %

il
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)

) 5% <, @ type I predominance, type
1 atrophy, fiber type 533l % EA5A L
B, @ELoBEWE TIXRERMELICZL
¢ tr L A small angulated fiber A€ 4 7
FRICEETIL T2 MEDALNDZ E0°H 5.

3) FSH 71 : (O LG R HL L 72883 (A0
JHO~®) »dH 255 & QIR
#0128 <> phagocytosis ¥ Y 1=t L AHXS
fic B, @ fiber type 45l 5H, type 11
hypertrophy % & & #1172,

4) %R (f811) £ : O Duchenne #4C L,
ML D, FARERTEDRENEEIZR
ZCEETH L. QOHMRMEEIZEKE LT
—REIz M <, OREEE E o network 7L ¢, @
fiber type M FRSILIEF KRBT % 4051 FE A
LigLizRo o (@QO@ika btz R
Wed 3 AR . @—BIc T < {fih DRMERIEZ
LM EN T WD — AT R Tl %
v,
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897 _FEC 4 RIS DV TOR L 7225, BRARSIE (FE
Ik - 1358 - CPK i K AT R0, BB
R) NERIT & DRFEL I IR A o 2,
KL, IR & DR E AL LS ATEE
DY S HBEL W DhOHESERB LA
P2z LBEETHE, FnE/ETUE, O
Duchenne #! |z 33 1T % fibrosis & Ml & K &

(& ICBEDIBIE) & $8 R 7% fiber type RH,
RisHZE{bew LBERSR, @ LG Rz B1T
2 splitting, moth eaten Ik {§££%2:{t, mitoch-
ondria B# 7% &, @ FSH 24z 51 3 KIEHE
24t (#Iia#E - phagocytosis % &) L HEEE
B, @%RANCBIT I RMEEDER L &
BT S B, F 72 megahistogram EodzE
RizHOWITLEHSI NS,

2L FoEibo 5 b, fibrosis 252 A b
T 7 4 —&RIZNBOMBTH 55, HEER
FNC & B — kA e ZRIZBICEEERERAD
ADOMETIE <, RIENHREEHERT S
EEENERMEICBIT A ENERTH D
Z AR EN, LRHMERRIC BT S phe-
notype D MMBUENEIZIFLIFLRMEE L
Zons, HL MBHRZEIZ-DTiZ, fibrosis
DFFIZFH L EALO /BRI P JBK % 52
&, F4IZB% 7% < & L A Duchenne #Yjz =
DA H5ENN T & A 5 L, fibrosis o) 4% FAE
b L 725 G~ o I J) 20 2 228 T B
MOBEWERDHEL2BREELEZ LN,
D FEEEFE 7 fiber type REICDOWTL %
RIHEERIC 51T % phenotype oz & 2
ZHNBATRA S,

3) Fl—kic, A bwe7 4 —lzBlT

2 IGTEIRZEIZ DWW T, REORETIZ L

<, myolysis &z & » TH: U 72 i1t
Xt UHERROE 2 82 L 72383 &, necrobiosis
BT HEERR LI NICHS TR

EZonsd, EHZH EIEFEORHTES

LbLWED H 2%, Flogfs (HE 20)
BV TIBHEREH RO S5/ 5.

4) BRI U 74 —&, WHhW AR
MR EEORIF, & <28 EX_E high ampli-
tude, long duration 7 ¥ NDEHHIRET S &
DIEPIREDFERC, BREICEBIT 2 “HE
FHE" WBEFROIEHL &A%, ZTOREHD®
WE->Tvb, RLEDHREREEZELOE
DL WVKEBGFOH A BT 4 —i2B T
12, LEEo R EomiEREmERIZ, T
JEREROY 7 TORARIE & H 2 5 AT E
ELBbnb, 12k 21, fibrosis (24§ 5 ME
BELZ DS HRBREEL2 B L2
£, /DRI R MR EFERE A
ZIRL TV 5 OTHENE, Z-MERISIC XL D
WK HRRIC 2 5 22 ) (S5
NIFREN —ERICHL), fibrosis £ DA
WNEREDEEZELELD T25680F L5
%, 3 LI TRVAIE R, HiFEHRDIZOHDE -
AR~ AT e & LIREE & U T oRiEIR M
ZALZBRTIREELH 5. L LMK
MEZE{L & 13, motor unit N 2 KiEFH= 2 —
o EEE W) ERD W H WY 3 “classical
neurogenic pattern”T# % 5%, bbb A AJLTE
121, fiber type o 431t, HhfRHEN myosin @)
BERIGVERR G- & FAHE, myotule o4k &
MIEERFOMEEG L TWwa Z EiZFAMmN T &
T, ZFDOERIZBWTRIHEREERT %25

SEDHIFEETED M BRBIEAL T
( NREHMATHS .

5) MEsREME GHEHRE) P2 ta74—
T, iy DMP Bz o L, W0 & SHORECRE
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BUAE L ICB TR L ) L3I0 &R
NDHDHZEIZEAMNBEETHL., ZNHAD,
*i3 ) BTk ) % R (= ko> phenotype &
e LCIR2 2 Z e s b s,
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2) WRFIEFINFERE LM & o3ttt | HiECEE
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Nz, T05 b ExENTEEBIZOWTER -
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DR E DN ER L BRI EN S, &
iz WH Tiz®@a)n,ew—> &, fiber type
DR EE CGRa{btEs L USRI HD
ERIEZLND), FFEMHERMEDFHAL R
ERAXP»FEHROTH -7, GBTREL L A
FRERIC B U 72 SR ARAE &, IRRERICBAR
L72fE (& { lzendomysium) i@ c)
DINY —HFELET DI EXFFBNES 2
%, FIHE - SBHIE TIIQD KT — > hi %
NFIFER DRREICIRAET 5. &FE neuropa-
thy Ti3@n /¥y —> » 3B TH 5, Ll
5%, KW & CMT Tz, &+ 2Q@@N %
FEAHESNC L D 22 DIREL T B TR
BondZEr%w, KWz 3wENE
BN §p Tl fiber type grouping (F4EIHS)
DHERL, KR XT—> DA TIZ &L
I R 2 B A L 7 e, target
fiber, targetoid fiber o) HBi=R(F, RESHER
P, RIRBEE &F 2 SN AHEICEWHER
H Db,

3 ) #rfiber type R & MHBEIfR | Fifiber type
DEFUT OV TUL, FRLRBRR1IHDTEL S
HL T 555, 209 b, fiber type grouping,
fiber type grouped atrophy, 35 k& U~ fiber
type 55 8% O —#Ri re-innervation % X
L 2P & L TR RE LE
BTHD, Zosemkl TLLENRR 2%
2 IC#E L 22,

* =
1) DlEon#ER LY, 1EGEHEIES N
DOH LY, GHDEFDOTIL - R LY
ERBENELH AL I Bb s, KLEIT
Mok Sz, ZHOEABEREE L TUIEE
PHEERLXEIEZVWEEZ LD, &L
ICERRIC & B BN ORET & FEE KT &
ICABEIGNZ D5 LHFRFINT D,
2) HL 5, BHEXEFER, ZoOHEHD
Kal& LTid, MR, fEtEo 2 Kl
IEF->Twienld, BROHDLZ ETH-72

EEZLND, Tihbb, AN HATE
CEBBEZOBERTH 72, KL, HTHS
NBEROD LR ERS TEHKISETTT S
MEHPLE T, TOMEERETHLED
HDEEZLNDL, ZDHICIZOFTR%ZTE
SIBETHICR I RENEAEH{L L &,
ZHUCERITICH AT 2 2 A TEET
HHI. T T4 PR DARLE LT, E
7N F Ry KT, LT e —
F 5 GO RBNHLET, ZHET “HEAT
" 22 CHRZME T2 THD ).
@Kz, EMFBALEIRE FEAOFRNBRET L,
(ol L RO EEE L ¢) optimal %
A1 2Rl E L GERET L ETHS
5. BERITNTCHEFTC—ETHZ &30
La#FEZITLC K, AANEELE, BENE
ERRATEZ I L BRTILENFDHS .

3) FoEBac kY, BIftoREkE L Ta
FH L 72 motor unit NFIEIREDY, EIRE
LTwa E#Ez 5346 (ALS, SPMA ; WH,
GB 4 X)) &, BEMICEFT T HHREIEZ L
N384 (KW, CMT 726 &) E°FAET 5 2
L, WIS IR LTRRENDS., 1222
KW i, Rt - iR R DBRE & —
ICEbNT 525 EFNZLD, 288
12 & Y ZEAIRF DRSO IEEIE %)
ZAUCEA TR LDEEZ LD,

4) TN DIERW LIRS T—> D
B DEEICDWTIE, AMRICBIT S BER
& ERE L EBRAVEATITIIREETH 255, K
= a—ua DM OGS, MR E
17, IRZEDOWIK - #38, FEHAR L EH2HE W
WEBRCHELAE->TWRnEEZ LN
3. F 7=, target(targetoid)fiber, fiber type

FISRBLE L FHAEBRRS, Wb 5 HR
VR OINBE 2 UL SRR EIC & < iz,
F 2 —EOFRBEEICEMICEOLNDE Z &
4, motor unit NFEHE LFET(SE L &
HIEELEL LN S,
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PlEFz iz, OREOHET 2B I v, BiR
ZEEN2R=2—u NNFERELHET
IEED—mE 1372, @ fiber type & nl
1%, @% ol target fiber, FRIRMEZEZ OB
& EED, BRIERE SR L CHEL 2.
@Y A a7 4 —DE - EHEICET B0
RO E» 5L, TNHDFFFEAIER - FiEC
HMRLIB2bnEHZ LN 5,
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3)

BPIRKLE - B 2512 317 5 motor unit
PIBEEEML I F o ET—172 fliz D
TOHT—, 55 20 Bl H AMZEESHE
£, HI, 1979,

HOSE ek, s (ehrpEME B
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MRICBIT B RRET
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o ==
MRt hE B R A % R = R =
5. I A - D s s
=] :g] £1 BEhg G276, iy InEe)

By A ba7 4 —DIMEF &SRR
%3, BEZOEFNFRETH 2B
v, BRI 74 —IcElYT 3
HEEEAITTZE T, BRI IRV TIER A ER
BNTHHBIEL NZGETH, Zokic
T LR AZEICEB) b > LB EICER
THEEZ®RT. UTH A be740—&, &
TEZ RS E T, HAEICLERNNETH
- 72PT, WMEDHERZBMOHEEL 2D DIZ
D&, FOENEFRATH > L 2B LT
WET 5, (MkEEHF7E)

MNRE L UHE

5T, ROPUREARBZREIN I 5 (W»
FTHLIMEH), QBWHL A b7 4 —%EE
VW, FHICEESRERRTH S Z EHHBIL
222k, QLIS SRR & BV, 1£
CHP AP 7 4 —THBIEHHMILLZS
B, FH27HIT, FOWNRIIRLICRT.

FHikl, FNFROERICOE, FEMICHE
FEESEL - BLE - £8 - — MR R - KREHA
HHEEZERITL, & ICHER - mHE CPK
i - FHERF LT L THEIFESEL 2. BR
EIIHEFAR (07 7 4 > VI — Bk,

 xROPIRIRBZAR
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1) DMP——12: £ 55 % © 22
Duchenne —» 3
LG #Y - 4
FSH %Y - 2
FeRAY - 3
WA > 10
2) BHLEREHRL——DMP: 5
—-LGH 3
— FSH #1 2

7Y A R ¥y FYIKIC X 35 HE, trichrome
%), M7 74 Rz L S
L ¥ a2 7 —nEERMALY), EHN(ILS
—N - ARITVL2EBEER) EHALR
L7,

% 2

1) JRABERONME - AEEMEIC BY 9 % BRIRAYAE
B QMEENHC A a7 4 —DEHE
(EICHEZET LI LA EN), OQFP R
o7 4 —DRIEFS, QOFER, DT
WRICRHIELGH 3 & &, @FFRE (5%
HE - GIMET - BERST SVE F 5 DR
M H L s, @MiE CPKiEr Z o is-
ozyme SriE[IZ & {IZHEOH B & & (BES
FEVERR R F 72 I R ARMERRE % 48 5 B TlT i
CPK #&i& M B 7, EEMEAIC MB 5o —
W EAZRT D, MERBERE W LIZE



LR EBLNEEICIZICPKEERIZZ L
W), @B ERX_LE, myogenic pattern M43 AF
hipatchy TH o720, BHS A e R MEL
fE2BIET 2 & &, @FREGIE), @b
Lk 2AT7eq FEE - V)T a3 2B
R ey, FRUECZH A o7 4—&L
TRFTH-2BE% EI, BWHP AL e
T4 —ERoGETULRESRERLED
TINE T I BI L) LREND BT LHHE
HENns (F2).

R2 BPRALe 74— tBESREEHRED
SRRERH O - AR BT Y 5 EEARIR A

1. IMREI (L) cemerevemmnrenininniinae, 22 5
2. BIEEFE4S (DMP & L CTIEME) -voenenee 14
3. FAERI (HEERAYEHD -oovvverevremennes 12
4, BT GEP TEIE) oot 13
5. FRACFREMECTHAD - JEERL)  weeveeens 18
6. miE CPK(BENRY, MB HH)-- 12
7. 5 EX (neurogenic {BFE) ----e-erereeeen 10
8. KBRS [BUIR]  evereerrevvememsnnenenns 20
9. VAN (BLEF) ceoeerrrrorimeneininneens 18

R3 BUESEEBROEINH N LR

OB ERNEILIZ L Hh 5
o @UIFLITRE D e ) BEEREEZ A 5
@ type II atrophy #/R§Z &A%
@HBEREOEEI SR
OREDBHEALYTHRE (& i EE
o [ZFEW)
(Ol TES kAl v s
QOmERBEDBE - FEFEES NG
@MEFENEE - Z2haft - ML 2 EHH
DAY
QO—HDW L L MRENEAL Z LD
vy,
O FREADFRHENZELA L ITHEN
OB R(y-G . 1gG. A, M52
&)

2) BIREI DWW D a) Hyratb
o7 4 —IiZB\WwWTY, fibrosis, EjREELE,
M5, phagocytosis, AL (/)
MMl % £ &3 555, mEFHAMEZW
L myolysis H B 7% &) 318 ESREH L
ERBRICEED LS. b) KL, WiHENET
Lt BESREH RIS OWTL, RDFEIEA
HLLBBVEBII T H 72 (R3), ZD I b,

T UL, BEEREHRICBIT S, B

YEIRREN Y, HORMEIREORFE,
BHEZL (BN E 2 ISR aREEYF
tK) »iR7E, type II atrophy, patchy 7cfg%s
e AR EI NS,

* =
1) o274 —nifs, BEE0
L7 PEIIENIIFS TH S, ARLEHRNKE

FRTH, T —HEHARAREIWES
IZEET L LDEMCRRARELZTRT LD
LH 5,

2) RIGVEREEIC DWTI3, HRNEEIR
VbW B EERE - Ml aEols T, £
DARGHILIRIEE e > T DD, HP R b
T4 —Th, BEBRELTL2Z )LD
FrR %R, %7z, myolysis # 3 = L -4k
DIFFTIFERFRRMIG & L Ty hH W 2 RAEFT
RIz—EHM T 2REXE LN Z L6
5, TOHEKRTYH, RIIRLIHEERNOH
EHMIEETHS 5, '

3) MHENENHH FTHHELSGEIC
i3, 2794 FRERY ) T— a2
& B ERA, TRBEEETE. o
AR TEITAT S LED Y, FIZIFR
Faf PG - SIEFEZ L wiEA, & (<
IR TIEFESIZRRED LS enwZ &
DB e, WiEE2 DL LR THNL,
HBRESAIOT7 4 —EBBLNDL, AL
074 — 2R LB 2 HHERNIGHE - ca-
re HDETREZBDHIZIZAMAIIZHEERTH
55, SRLEERREGRZKIZ2 L 2ic L ¢, BH
EAEDIRREIC D 5 BB 2 B L T
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B2, TDBWIIHELETL T NI 5%\,
RUERITHERBE LI LH 205, F
RESDY, ZO—IRICHLIFIULETH 5,

& B
Ut, BEDHBZA a7 44—,
EICIRESlIcOEMEE % 5, 18ESRME
R EDEHNCDERFTL, MR 2L T
wmEL 22,
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21) Duchenneﬂ;‘@ﬁ‘l‘iﬁ% A ha7 4 —E(DMD)
BTSSR (T-system) D5

— S R TR - L B B

AN S <
B =0 Karnovsky #:i2 k') > % > 4J& % T-sys-
7 > ¥ > 4r)E % tracer » § % Revel-Kar- tem NICIZRAZY, > ) —XFP)a—nr7
novsky iz L 2 EEHDBEE D & B E O O L XA R TR Bk #%, epon-
W& o TH 5 T-system» DMD (2 35 v\ T araldite (2 @ L 72, JEX 1 ~1.54 DA
R EZRT 285 L TE 2D, 4 EERL, ZoEAZERGEOT F CEEE
[EixEEI2 LD, 1 ~1.54 OJE s epon-ara- SHHALH-700 2 v 200 KV @@ £ T8
Idite WHRIRYLY) 1 % B R (200 kKV) # H) 217,
WTHER L, T-systemnZ:{b 2 @554 2 = &
ZHAYE L 72, = 3
aArbrr—Jv> EYEFEYHR 8L T
MRJEUFE system (3 AHY & T DRATHERIC fFAE L, BEAR
DMD 3%l & UIEE#H 2> F a—)1 2 . 21 p LLEDEZ D H %728, BEYH Tl
routine 41 L 1) B K X 4172 /) # Revel- BHR & L CEigE 2 e Tosystem (3, T, &

1 DMD. ZERIB#HMETIZIERIE T-system 28BN 2, ARERED
plasma membrane (341 % RF A%, > > 4 & plasma membrane
REET 5 2 L3, AHEIZL T-system o E4T & L4tk T-
system H*4 51, BEHELEL v, (X6,000)
*EMAFEFRE=A7
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HoOBEY ¥ 5 Lo T-system & et 2 -
7oA R & L CBigE S 7z, T-system
DEEIZ triad DFPHALT 2 ~ 3H{EDAKEZ &%
0, »ooffik k1) high density #7372, i)
JFARHE ¥ FATICEATT % T-system 3§ 277
LTSI,

<DMD> IE® DM L BlE S 11557 (A
1AM ), At FESHELSE b, T-system
LIS ki & D ZE b 7o v & B 11 5 R
#Hel B¢, T-system o BLAIEY % BTV
4 e HAL T A, plasma membrane [
AREH) 70 WM 2R A, T > F > &S plas-

ma membrane Z;#Ei# 3 % Z &, #ANFRC
R Tlda s -7z (B, A
HE) AR e & PATICE B T-system 4R L
HEL, %< it T-system DFIZ, AHD
MR Tl O RS LTz (B2).
g5 = T-system O EATHZF I AHA & &
D, %R FROEZ RT L orE sz (X
3). %< o T-system tiifth% b b, T-
system k ) 4, low density T, 7>-DJx\ > [HitH
L oregion 2ihH ) (K4), 25120 — A
Mgk R~T L orEgEs e (’5).

2 DMD. #ti T-system DA Z L5, % < DiftsE T-system (X

AFOWEH TR (Lo T3,

(X11,500)

3 DMD. T-system 3% < THREETEZRL T 5,
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. L

o

4 DMD. T-system k) % low density T#DJa\Fifi% LD region (arrow
heads, arrows) & 57115,

(X16,500)

5 DMD. T-system |33 2 A8HIHEZ /R L T3, T-system L ) low density T
L — Z KBRS AT 4 5 41 5 region (arrow heads) 274 5115, (X16,000)

£ %=

VRS E T BT D FE IV, SRR
HiEEROHE, 1 g U EDECEART,
three dimensional 7 Bi%E A HE & 7 - 72,

Peachey 52247 = VD % v, &EE
8H ¢ T-system o) S AKHYRETE 2 B &5 2> 12 L
7z. A 5213 mouse DEFRIE Z vy, new
born »> & o T-system D421t 5 £ 0
TR A F DR % 5 L 72, Bl% new born
o mouse T(x T-system dDFEAHTE <, Hi
& T-system 2%\, gl 3 % 12fEvs T-sys-

tem (3 A-I junction (2 HHJIE L < B2¥I 3 %
Lok B, F2, RHoHE»AKHLN L T-

system DFE(ZE L LT3, Oba 57
|z dystrophic mouse ¢ T-system (3 2 > |
o—)UICHELL, FEESBENZIEEFERELT
W%, Fkz 22 Revel-Karnovsky 3 CALEE L
RO OEHIC L 8% T, £ DMD
12517 5 T-system o ZH, Els T-system
DR, EITRE, FEOENN, 2
2 1z T-system-SR ¢ anastomosis ) 7 |2
DWTHEL R, FEND 1 ~1.5u NDEWE
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LY oEEEHE (200kV) 2k 288 T

LR LD AR Lo bz,

51z T-system EHKML L 5, 2D T-sy-
stem L 1) 3 low density TL — 2 #8iK &
ELOLorEgEI ey (K4, 5), Zh
3 T-system-SR ¢» anastomosis (= Lt ) 5 >
Z B SRMCEBALZLDEHZEZ LN
%, Fahimi 5913, #5M5 % h02 72 5%A9K1E
TSR I BRBDEBAEAEDH T
5.

Waugh & (3 mouse o i & I o 52 ¢,
SR~ Z oo EERAZREL 2.
% 13 T-sysem-SR ¢) anastomosis {3 A& & &
THHT, SR rflfast e odEiEEL2HEE L
T 5,

FRDBETIIe bnar bo—izbBwn
THRELZRY, BFWAETCLEUFOEE
BHOBETL SRHN~DT > 2 v ERNE
AR EDLN -k, BRI > &
BABZITL RN 7NV — LT LT e Fi
SNBEESINTBY 7 rsREAE YD
artifact DAEEMII v e HE 2 L b, /-
T T-system :»Z:{b, 5 & tf T-system-SR o
anastomosis (3 DMD iz 51 2 EEEL BE
mREEbLNS,

DMD T##2 & #1172 T-system o) B8 »7,
FNREM» SHELELZ LD DD, H5B W
IF—HIE#ICFREL - T-system %5, Z&1fbL#%
BLAZLDO»DRBEE 256, AN SY3DHEIC
&5 &, FEEWEICHEE T-system 27 % <
EL, »> T-system MHL7E DAHAMED B
5 r7ZeEp 5, DMD |z 511 5 T-system
DEAL, § % b Lo R, itk T-system o)
FAEIS FEEMD 5 o T-system D RFz, &
LI EENENE, T-system-SR ¢ anastomo-
sis e EDEALD Mb 2L DEHZ L b,

4-1%, DMD o ilfkssze 23 m L, T-sys-
tem D FEFIZEIZREIHFEET D22 THT
DALY B B,

X B

1) Peachey, L. D. : InDower,D. B. (Ed.),
The Basic Neuroscience. Raven Pre-
ss, New York, 1975, p.8l.

2) Peachey, L.D. & Eisenberg, B.R.:
Helicoids in the T system and striati-
ons of frog skeletal muscle fibers seen
by high voltage electron microscopy.
Biophys. J., 22 :145, 1978.

3) Ishikawa, H. & Tsukita, S. : Three-
dimensional distribution of the T-sys-
tem in mouse skeletal muscle. Proc.
Fifth Int. Conf. on High Voltage Elec-
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Kyot0,1977, p.359,

4) Oba, T., Kanie, R, et al. : Electrome-
chanical and morphological observati-
ons on single muscle fibers in develo-
ping dystrophic mouse. Exp. Neurol,,
62 214, 1978.

5) AABEEXR, BRL D ETEHO Ao
7 4 —EB L U F MR RBIZE
i+ % T-system 7 ESHOYAFZE, ERIR AR,
18 1 266, 1978,

6 ) Fahimi, H. D. & Cotran, R. S. : Perme-
ability studies in heat induced injury of
skeletal muscle using lanthanum as a
fine structural tracer. Am. J. Pathol.,
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7) Waugh, R. A, Spray, T.L., et al.:
Fenestrations of sarcoplasmic reticu-
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22) RFEMREBIC BT 3 Freeze-fracture:iz I 2
IRy A S (P 2

A T

BESE 115

HEATHER > A F v 7 4 —5E (PMD) oER
BT 55008, BERMIKELD By Hs
BRESER B L U bRt L EE I N T
BY, B2 FORELHERSICB T
PMD ##RiEk % &R BH 2 AVREL,
EFFHEDORMIKIZI L FBIZZLLRd v
EEmEL 2.

4 hl, IR ZMbLE &) S RSET 5
HA9T, k5 % x5 iz Freeze-fractureik: #
MW7z EIRTE O EIC D THREL 2
DTHET 5.

it £
MRIZETERICE VBN FHEEH
Wz, ZORFREHBH P A re7 4 —iE (MD
) 54 (PMD 2%, fiaBEMtEy 2 bo7 g
—%E 3 4), HEEj=a—uv> B (MND )
6%, TIUTKHRED 2 HE 3 &0 555t
FAfiHIc1F 5 2% % control & L 7,

] brS
ERGZE 2.5%7 NS — LT AT FCHE
Ek, 30 %77 ) > T, FLZeiaEa
EEH, BmEREHZTH—110C, 2~8 X
10°Torr HEZET TEIMT 217720\, B4 S
P A, A—RTEEFL, BEMICKREL
7z, BEF & L T protoplasmic  surface
(dense, H packed particle X D g% 2 ; P

* TIBEMAFB=AF

M oA o g

M), R U extracellular surface (47 parti-
cle kW5 . EM) #% at random |z 10 47
T2 1 uFH b7z o particle DE % ¥ 3,
MD #f, MND 2, IE# 8 CHER 21724 -
7z,

b R

1) EW B PHE particle 33 274+
18/pm? E [ o> particle o> #113 164+11/4
m2TH -7z, .

2) MD # o> P particle m#i1 126+
24/pm?, ETE > particle ? %43 68+13/um?
TH-7z,

3) MND 2t T3 P W o particle o #¢ i3
240+24/pm? E [H o particle o> #4133 143+
11/pm?* T3 5 72,

Bi%, IFEWEEE MD B oRMIiciz, PH,
Em#tici®d L TH ), 2hickl MND
TIIIEEHEERRBD LN h - 72,

& ®

ETEH R o7 4 —f (PMD) o
W 12& L CERERMERE D Bd hetb by
RUTREEG R SIEH I N T3, FhE
FHRE & L T 1974 £ Matheson 2V
BELSR, 2L OWMEI» L ENTV 25,
IZFEREIZTR H LT e,

TR LIFENFHESHBRIC B W TERE
BE AV EHERNERICOWTREL, FEER
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mERICHL, FHICELLRTWI L 2HE
L 722,

1372 L CHEBREL D B A PMD THAET %
DT E B LICHETT 5 B THREIFEL (3
Freeze-fracture i#:i2 & % R HH D HILIRE D
Bt 2T R o 72

Freeze-fracture i 3 A | 1966 £ Bran-
ton® sz HFEEIC & D MBI O NE
Yy F2EFOMTHEIEN, FNKE
HEEAFETH 2 L HfEL TR, ZonhiE
EEONEE (BMHE) DBEICRETHD
Z EDDEES Lz,

PMD |z 35 v» T Freeze-fracture 3: % F\»
72WF72 & L T3 1977 4E Schotland 59, 1978
£ Wakayama 590 HEAH 512 3T F o,

Schotland &z A EF # VW BET L TH

n, PMD o> P, EWE CIZIEHIZHL parti-
cle A ) — Tl e {, BRI L T3
ZEEHEL, ZnZ &z PMD i3 muscle
surface membrane HEEH»H N, THZEIL
BIRORERS FHEEICH 2 TREEZ "R L
7z,

£ Wakayama 592 Duchenne ! PM
D g RMmERIC DWCORET L, RUERKD P
H, EETLEKORFHRELZHEL, ge
neralized membrane abnormality NDfF7E %
AL T35, '

Fr DA TLITREICHKL, PMDET
13 P, EmMILIc particle DS A LT
W3, XhicHxlz MND o L o b %
1T > A REFENBE LML R L 5RIZ
AoNich oz, TDHE D) LHREEENTHE
MREHERE L MBI EELEINTY
v,

Lo LZehs, #FEL 22 PMD ol

RIEEEITH Y, 4% bR R
F ¥ BRI D bR 202 B T
<H 5B,

F & ®

1)PMD % (f MND, %% COEBG%
Freeze-fracture i# % Fl WM IR EE o G o
HIBFFE 24T % » 72,

2)PMD #CI3IEHBICKL, PHEH, EA
o) particle DED IR DA b L7z,

3) MND # i3 IEHHEORMICEEZ AW
L2 oz,

X BR

1) Matheson, D. W. & Howland, J.L.:
Erythrocyte Deformation in Human
Muscular Dystrophy. Science 184 :
165, 1974.

2) FEARUER, FAAERE, JLEPIEER | AT
WY R b o7 —iERFEDORMIREEIC
BI¥ 2R FAUINTE., P A P27 4 —
FENRER NIRRT 2 IE5E, L
IEfN 52 {REMTRRHEE. p3lL

3) Branton, D. : Fracture faces of frozen
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4) Schotland, D.L, Bonilla, E. & Van
Meter, M. : Duchenne Dystrophy : Al-
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Structure. Science 196 : 1005, 1977,

5) Wakayama, Y., Hodson, A., Pleasure,
D., Bonilla, E. & Schotland, D.L.:
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23) MLNBIERMEH S A b a7 4 —5ED KRR

verrucose dysplasialZ BT 5 &S00 7E—

s oa R

rWHNE  H H

BILBIEREH A b7 4 —EIZBWT
13, KBuEE o verrucose dysplasia A (T
LIFEDHLNE DY, ZOFREZIERD Hik-
TWFRIZ D S RIEZAHD H L B e ey
2)

bbb, 4ms 19BTIRT Lz 24
DFBNBLEREH P A P a7 4 —EDHIK
BP0y KB Bz R RIS B &5 7z verru-
cose dysplasia ic2 %, E£& L TZFDIMmMERE
EICEAT 2RET 24T 5 72,

s TR ERIZH A BEE:—
RIEMk o verrucose nodule T B, D

HDOELZATFREEL TS, 2z nod- -

ule |3 Z D EFEHF mm RZEIC R SHABEOR
Bzl T3

ﬁ‘ﬂf&%é@kﬁé L, s o nodule (3, K
B 2 FEOBRAEIANIE % &, 5 3 Bk
AN EF~D “REHBL” 25K->TEY
nodule ) JEPHIZ 13, microsulcus # K3 5
xR eonsd, Zicxtl, FA4FLUTIC
13 B » 72k e F) Y 2 2 & 1%, nod-
ule DHLICRLNEZKRVWILEDFETH
N, Tk LmENEEL, 1TLA LM
D &5 5, sinusoid HKTH 5,

Morel & WildiViz, A#&HRIc BT 0k
I A REFEMEFICHSHTEEB L, I nodule
% unité neuro-vasculaire & If4 77, #5510,
FULILE I B END ST T 2ERTH Y,

* FR KR P IRINFT 2R
* ¥ EIRER T SRR
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oW oA

* k
TR =< 5 G

BEEAN TR HE Y, FEEEICE TF
LZWTilkd 5, LiE#L72d, 2ok
Greevic 523 2N 2T FNE FBH T
5. bbb, FE2ENEREEIFH "X
EWML” Z L THLLER, b, ThET
o) verrucose dysplasia iz ¥t ¢ 5 % 2 Th
5, B,

IR EFBEET S 720, bivb Lz, Kk
RN o> precuneus M I %, B
{2 &F U ¢ vertical 1 L ¢ tangential o) J5 1]
IZEEEBI A & L, nodule oo SR FESE & &
SEDOBREARKBNCIEIET 5 2 & 2RA .

Tangential % %[/ ¢H % &, nodule »¥&
T < TlE, EHE100~150 ¢ o sinusoid 3k
M % & ) F g, halodR DRI 2o R
MHY, Foshz, HlatE k- RN
AR L ERE2 2 LT b, ZOEICHHE
{213 microsulcus # 2§ % 5> FREBED TS
HiH D, Z oz, tangential 127 2 BHRHR
Ld, BICEFIET 2 &, POMmBEF 90°
FREZERL, BREREICH->TEDSL LI
N, DVICIZIKBEORIRIC D7 43 DA
BqIEAN5,

LI IUE D FRIEERIR~ DAL L, PRI
{3 vertical section THHET 2= LT
&5, Zhusxl, H.OmEBIIRIC DA AT
5 &9 efRiE, SRIOKEFE»SIZE RBL
/ieh oz,

L U i BB RSE IS » Tl - T
&, BIFITET L ETIRRIZEAEGTH %



MES, PomFNFH NI, MKW
halo kG FREEDTRGHE D T T 3
REEH ., BISEBICEDL &, T %
halo K532 < %0, eI L%
5755, THDGRIZEME, £ 7212, ampul-
la #9 5% venule TH ", Bkt & D4
BadRosniwvy, uLmEiE, EICHHBEIC
I TEIETE S, T2 TLIHMBEIIRL
BIROUME M2 CB D, MBELEFEHT
i3, Bk DYEIZR LN Lh -7z, .
113, BELLPLMED 1 4%, HE
L HITERXMC R L 2L N TH S, Lin
2, RE»LNEES 2 um TRLTHD, %
DOBEDIZIE, FMEBEY A9 $HI vertical sec-
tion 22 LIEFEL 72, T OGO IEF IREE TD
ML Z R Th 5, Z i LAz I,
tangential section ¢, H.LMMENF H D IR
5 N5 neuron DHAZEED & FAESE L 72 nodule
WoMHbaEEL R L Th b, PLMEFIIEKRE
IR EDZ%AT), Bk &IZBFRL Twnlewniz
&, HULERIR (central vein) X If3:~ X FEER
DHLNTHSH, ZoEFTIE, H4GLUTIE
BIZTEEEFELTH DI L2205 T, 8§

1 - e 1 ‘)? b4
b5 _" A‘Z ;é
500 e AAA i
(LIPS bg |2
111 AAA s o B : 84
[
§ 8s
1000 — i
L Lo
w o:: = :o,
LR ° = 8 a2l
1500 AAO N | AAA
v gﬁ = E AA
“““ = 2 g
vI oobo — 00
2000 ~ T 15> I _W)Q
M“ 17 ’{/,1
! = 18 || ‘
2500 ] u ' .‘|]1|‘
|“ T I ﬁ!
)‘ l' ?ll(r]

3000 o ., ?

1 b EEARK

2gH 7% <, BIFIEsFEc "WEHL” T
Wb, b, Morel & Wildi LISk EC#E;
L3, MEDRRIC BV CIERNDFRIFR
LNnlebhbiTThH D,

213, bbb DI #ER 2R3 1EKK
Th b, PLEIR%Z T & 912 LT verruco-
se nodule A% L Twv %,

Z ok 5 7% dysplasia i % 234 3 18
o CREB L 1Z, BEVMBHLOFEEL, MK
# % seal-off L Cv»3 glial limiting memb-
rane DB L 2D T3 Bbh
%755, HOLEIRDTFEIX, Tk ) LhkFEo
Biigins, F & L CEMRBEMEICAEL T3]
BBEZRET2L0TRTVWrEEZ LN
5.

1) Morel, F. & Wildi, E.: Dysgénésie
nodulaire disséminée de I'écorce front-
ale. Rev. Neurol. (Paris), 87 :251—

270, 1952,
2) Greevic, N. & Robert, F.: Verrucose

dysplasia of the cerebral cortex. J.
Neuropathol. Exp. Neurol.,, 20 : 399
—411, 1961,

3) EWFEE, S, H R, S,
=Eapik, BERER EREHRSRA D
7 4 —HE 2 B 5 20 [ B AR
HEols, 197945 H 24 0,
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24) Central corelc 3 % R RIS
PR 51 & tenotomy D FEEx A & ——

" % AL
WEBHFH B Ok T K OB ok B K Kk B o
ST TR B AN T ST
[7= S G- T A fiE %l

T, bbb idid TR B E L2 RS
HBMTBIC, B Cla Bt BB S 47 core %
REHBIZH b 5T, R HENR S
HY 5 FH2 Az Tidcorez Hl L
o IR 2RBR L2, 22T, 22z
central core disease 7 BB ffliz DV TS}
L, dE IS tenotomy (= k 3 core o) g EEER
2T - 72D T, MHEDREKIZ KL 5D core
DEEUZ D TR 24T - 72,

EM 1 I N.S. 56 7%, i, EEK3 N 78—
0232

IR L R EWEE, BATREE

KRR | A Ic A om BRI TR
MBREEE TlE 2o Ds, 1 DRI KRNI,
ZZIZEBTRYT 3 362 EHTTH, BEED
T ERTAZZED S,

BE{ERE © 7 koo, trachoma 12 FEE L, 51
O, HIEYIRNTE 51T Tv 5,

=

H
case

v

case 2 case 3

X1

*BRBRFEFHBE=AH
* x EUFBAT S HRRBENR
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BUREE . SLAh RO MBgAE I SR RET
BIEHETH -7z & v, 15 kD & RILE,
SUBBREA IR DL JI1C% ), F2HTIR
VDo Tz, 24 B S B EATEEEE
D, ZOBFERICHIETIZEITL, 427&KE
IIZRSEE A A EEE & Ao o 72, BUED BMTIR
FREREL S TRETH B,

BE - — AR, S& 145 cm, {RE
35kg T2, FAEIIMEMEE b EIC
WEHH Y, RKEP»ERT, K\, H

B RAEILE, AREBEER IR EEIR, S

e EnFER DHERROFRERED S,
O FESFEYICIE, MIBEIRIEE T, 107, 1%,

IRERES), RE, HHERERE%XC, 50
ELRHL v, HER BHAHETREHICH
25T 555 WIEEE, DR, BIsHILREG
TERED» L PEFE, =mfh, LHREAR, B
BRERs, BHEERG CHSE, BRI CIAE,
F 2 TR CIR AR, A e bBEETH
B, SHERPHERSTHL,

WRALRRHR - RAM, SR, MIBEAE, miE
EH, FFEEE PRI S TERE ThHh-
7z. GOT32, GPT19, LDH376, CPK26(1E
HAEE 25 LAT), HBDI150 Hifiz,

BT, B8 T complex NMU # 32
& 12 DM [ TR ENSL TIRIE DK o W HIR
WDBALTH - 72, ESHAREREIL, B
BT 45 m/sec, IEHMIR T 49 m/sec &
IEHHEHPATH - 72,

FEM2 cU.S. 17 5%, 2o, BEK3 W, 78
—0231

EFF . Bz LR

BEAERE - frig &z &L

BUREE D EF 1 DRETH D, EFESTHKRT
FLH RO AL NI FRIFEE L IER. /)
HERDEDDNT » TIEBNFT TH-72., 13 5%
W @O R A6, Fo kificdw
ZEicR Tz, 2ok, BAETIR R
UL RIRICETL T 5,

HE . —EARBAIC I 5K 165cm, KE
43 kg, BEERTIE, SO, KRG, B

e, WAERMEONERIREZZS, F2RK
REHE LN, MIEEANCIZ, MAEILIER
T, IBERGES) 2 SR IIFICRE XX
otz h, WIS, RERE, DR, JWHIL
RERICEEN G IET 2 8872, £ 728 T,
ORI EENHERE L HIIET L2
&, TRETIZWNEYSS , THOEMRHICE E
DHTNET % EBH 7z,

WA | RMY M, JR, EAFHE, hiEEA
HUKIRE AR I3 4 CIEH. GPT17, LDHS505,
CPK 65 (IE#{#H 25 LAT).

HENIE, MEHILEm, =A%, KRINIA
B CHEENEILEZIRL 2. ER R
B, BIEBMETs5lm/sec & IEH Th-
7z,

fEFI3 I N.S. 137%, BYE BEK3 W, 78
—1607

HUIREE LER 1 DRBTH D, HPENFE
FIZRE L, AR, EHP AT, A
T AL EENIERBE N AT > T 5.

BUE © ARBIZENE T, — AR RS
REZEH LW, MRS, BEH, O
i, MMENFLER, BRBICBEEOBHIMET
HAH LN, FRERKFEPFEEOELZED.
PRIz %% slender T& % 7%, LBGEALFHIC
BHTCHRENHNET»H 5. LrLHELE
EiCiEed TERIE VW,

AR KA, IR, EERE, FFREE
KRR I £ ¢ IEH TH B, GOT 45, GPT
26, LDH 558, CPK 81 (iE#i3 35 LLF).

HEXTIE, ISR TRHIETEZEILAHEE
Eo¥oF (AN

i oE R

FEF 1 © SEFHAIC I3 ARME IS FeBcay & < R
72N THE Y, BRI LR LITBEE TH - 72,
RARHEDTEEEIZ 20 1 B2 5 90 p TR U, K/
AE EBENFOENEMARS SN2, £
72 Trichromeift &6, HEY 8 T3, B L H 7%
core 335 TE L »2hf core L b
Rl —E L CHME % SRS, E 51T,
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2 HEBI 1, KBEVUSESS, HEKE
S OF/AARE, HEiE, TR, nemaline rod % i 2, Gomori’s
Trichrome #4ff, X250

s

3 eI 1, KERIUSESS, HEMHE
%# ) core # Type 1 #4232 5. NADH 4efh, X250
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YT 3
kDS

Trichrome¥s s, Clirod & Bl 5
NERIOES (B2) X Fhucils
B i ARHE % Gl 72,

—7Ji, NADH 4446 Tl3 £ W & 7
reztype LERHEIC D ZGED 7z, 18O i ik
H72h) o core DEIZ 1D L D & FAE D
LOFTEHICHZZ>TWw (K3),

X 72 RHE DO HEWT % Tl core (3, iRHED
HEWTTHI D @ RICEH 2 L Dh L5070 L n %
TEHTH - 72,

ki ATPase (pH 9.4) ¥4, TlZ core D

CBEN, 5L BIFTE R 7
2L TlE type 1 #34E 77 %, type 2 #54E 23 9% &
type 1 #HEBELL TH - 72,

HIRAYIZ (T, FHIEARHE DO HEEE 3 core DEBSy
VS TIz B 7% <, £ 72 core s T ) Mg
BIR S PR7ZILT W72, F AUS B RHEDO R

> -CO-

B0 Z i O R BgE S L7z, BIC core DER
4Tl 2k 2> K1) 7 X sarcoplasmic reti-
culum (ZH 5 (2l L T2 (K 4).
Mz LA L s T Ic %
¥ rod I EIEEX 47z,

FER 2 BB I, T LRz
B, JJﬁH}jﬂ:’(”ﬁ’:ﬁi{%ﬁéTl:li %< DRIA
@558 5 4172, NADH §efn T3 etz
FAkED 27 D & 2 iHARHE L B E 72 b5,

e 3l h - 72, ATPase Yuta Tl type 2
FRAHEEAL T, 2 DR/ N & WA & - 72,

WRAAYIZ IS, AR O RES 2R BN 7
<, BIED 7)) a—5 2 FER OB & sarco-
plasmic reticulum D ¥L kA2 & 4177,

SERI 3 ARRAHEIL L KR TH D, RS
{EoMHEIIZ 7 <, ARME D R s K/ INASTH] &
FAUSEML 72 h#HE %2 389 72, NADH 3§

K|z core

i

i

CO-

R4 L Fr

core §

$Hf%
Z#H D rod D5,

X 6750
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BT, BRI L RN TEB Y core (332 i1 71% %4 38, 3 H H TlZ snake coil FEn 55

DS N h -7z, PAS et Tlx, T TIE e X X Lo ncoreps HBLL, 5 HHET
Mg oA A 5 72, ATPase(pH 9.4) &, B 6 2070 core X & 42 Z2Ha % 0 i AHE

Yeth Tld type 2 FRHEMEAL TH - 72, L@lvix e, 7T HHIZZ B & core DINTEIT

e

A, WEHE D RS2 1EH T core ek & 7%, #7: Trichrome 4es T3 core
rod (FBEXNT, B TNIZEZHN ) 2 DNz, rod & b 2 R FER AT H
— 7 BERL & R AR HER I el AR X L L, 14 HH Tld core DHNFEIZRRNX ( 72
7. —>72. 21 H H TIZ core FTFEFAHEL

), core DIEG L 72 hfHE L A 5 1L B ERIC 7
= E& s HH Tixcore (34 <@ s5NT, 12 &

FHiE D AKRHE 250~300gm o Z o b (Spra- A E.JT:HH:JEWH%%(:EEFT’\TE Lo Tz,
gue-Dawky &) # = — 7 LREr%, 7T XL 2 ZZTcore B LKL Twv <t %
ErEalcUI L, BUEMHELLVwESIck LIS RIS B 726 &2 DWW T 50 il
oUW 2 < B A 7S, RIS, 1, lxﬁhféd“’)b"f core mfﬁfj % & core # 47
2, 3, 5, 7, 14, 21, 56 HHIcZ#n FiL I 5 Wik HE D R NER E F L AEHI L 7z,
BT SHIFR L, & 7 2% isometric cla- fEIWri%, 5 H H TlZ core D/ NEFED -
mp TEEZYINT L 72, 2D, Bl L ¥jr 2 ofERERAAIT 11.66 £1.79 mm, 7 H
VAZFZw FTI0u @;imtﬂf"i’/f’rbkl,f H-T(39.48+£2.03mm, 14 HH TI(Z3.73+
%, MEILFEIIRET 2175 72, W, T X 1.55mm TH -7z, & 7’%%?%@1::@}@4\15{%%
L Z BRI % 51T L T e Wil o v 5 NDEZERHB E5HHEHTIZ0.60, 7HHT
A EAAHEL 7. 0.65, 14 HH Tl 0.28 &7t ,HEUJUF&? H

R UM b T 2o flikib s Hiz core nkE S 3HMEICHL, k& %
L& FEEEYICBIEET 2 &, Uit 1 HHE T, L EHHBEHL 72 (E5).

BEic type 1 #HEIC s nEln e bz

days aften
tenotomy]

a 11.66 +1.79 9.48+2.03 | 3.73+1.55
b 1934 +2.16 | 14.52+2.45 [13.10 + 2.15
a/b 0.60 0.65 0.28

5 BOWEDSZ v, b7 AHOMBIFENEL
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F & ®

ERRRAYICIE, EEETR EHMENH A o
74 —EICFAML 2R ET 2R T 3M%
REERL 72,

M TR, B TR type 1 IRHEMBLL T,
D type 1 #RHEIC 2840 core % FBH 12 H7,
FH 2 ATIZWTNL type 2 BHEELL T co-
re 3 RHELIFE» -7

% Z Tcore DEFOTHICOWTHKRIT %
BeyT, v b &ML T tenotomy 7MHEER
AT - 72, BYIMIEO b T A HORRIES
#4T9H & core |3BEVIME 3 BHEH & N HIAL
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7 HBIZ core dNEIZTAL ), ZDIEK
BICHEXL 56 HEICIZ core (34K iIHKT 5
ZEHHLPE L 52,

2F Y core MBI L ATH Y,
EHEL I BEBRo—D L L THBL
TELDTHLIEFHEEN, bbbk
RENC BT 2 HERIENER L, oL
FRUBnRIL BB EIN D 5.

F72, EPI1 Tldcore & & Lizrod & [H
FRIZEBD b, MHIITELEE> S D, v
TNLHEEDIEFRNRIATH 2H 2 R
L7z,



25) EBWT 7Y Ay Ko S AINF—D

BT BRI BT 5

e %

WE9E 1%

YR Fu7 4 —ETIRHRMENEEDH
IS B W TRVEBEC T/ AR o e A5 e 2
ZOTR LV EN) ZEHFHEEI AT
3. —H, BigHED b DRRIRSAE, B/ alk,
S har ) ThEDESEEDRE L TE
U EBRT VLY —EHREDL), KFE
FAGERNIC IR 2 B L CMRIIHRE S N
Twbd, 7 ) Ay FIZHREDEER
JEAOVEDE L TEHEETH LD, HYV XL
974 —fEdH DI EREREROBENEILIC
DNTIFIZEAFHILNL TRV,

bNOLNRBERG»SMB LT 7 ) %
Sy FE2HFEELTENLEY P 2RRIELZS
&, BRIz WA L 2B bR 2025
T Bze, miEdh CPKEES & v Fs
HOBETHEMSRIC L 2RELT-72nT, B
fE S TITIH S N RBIC D W THE T 5.

;) &

621 : Folchoy FEIc L D RREH» S 4
ATy FRBHL, $UREZRD 4FER
lz4riF, & Freund’s complete adjuvant

(FCA) riRé&, &B5S5EnENLEY FOF
TR T 2 BES L 72,
B1¥ . RKEHA> 7Yy F1mg,
AmE7T 7> (BSA) 1 mg,
E2E KRGV A Sy F1mg,

* BXRBXRFEFBEHEAT
* % ERMEARESHAABRESF
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*
i

. * %k * %
&k FH T F # o HEF

Jiv i F>4mg 2L RTa—L10
mg, 2% /{EBSA 1 mg (ATLRE).
BIB I NaYIERT )y

F1mg SivF>4mg aLAT
—/L 10 mg, x5 11L BSA 1 mg,
HABR KRB I7oaRILL - X F —)L
RS,
®Ex2 (HiE L FCA xS BEAWE S
NEY FOETIC 2 BHEET3 EEL
7.
% 1 g : Mycobacterium tuberculosis
. (MB) 50 ug N A,
% 2 8 MB+mono-sialo 7> 7°1) * &

v F 160 pg.
%38 MB+disialo# > 27 ) 4> v F
200 ng.
8 4 2% MB+trissialo 7> 7)) 3 » I
200 pg.
& S

ER1, 2 &L RREDEFIEZIEE D 10 £
fFics L aFER L LE CPKo EASA LI
7275, EBR2NE 1 X H 2 adjuvant 72
FirEsaLiz-erty FTH CPKo RS
R -7z,

FeEESAMER I CHERE RS, KEREF B LUk
BRI SRR L 2. Kk fEm & L THE#
MEDZALDIZEL T B RS & 1 AL 0T 4%5%
Pz,



(SEB&1) %1, 2, 3MTIIHHEEEL 2
D EVERHEDHUAE L T 7z, 5 1 BEAY I D
ZAbhsh <, B2 8 B3O TEREIZ %

Tz, D& D 2 iR AR AHE P T
B D FRRHLK T KD R S EBLL
Tw/z, L2 L, Ak
By & < PRI T W72, e XL o B,
macrophage 7 1% A, myoblast » HEl 7 2 %
HFoTnadinypho72 (1 A).

O RACHERE 13 o

FEE 1 D 4 BETIE 108 D AL TE - F fRHE
DEEYEH A 5 7z, Bl b, 5 ERRHE D REAT,
Ei#E, hypercontruction 7 X A3 T, Wi
W 2 segmental # % |3 floccular degene-
ration # % |, myophagia #2538 THh - 72

(2 A).

MR P ) > 2 ERERIZ S 1 BE T 2 T,
¥ 3EETIE 1IE DA TEED L DA ER
DHLNDICEEeh -7z,

H1  FEB1WE 1 HOFEEEAERME
(H.E)
BF 2 FFEHE ZHH 1Y
M (X7,000)
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2 EE1WE 4 BT ERHEDIZRIT
(H. E)
BE 74 7 A~ b DHAER
(X9,000)



ETHMEICBSET A2, 1, 2, 3
TIZHIEE NI SO KRR 2 =) >
AMEDHBLL Tw72 (R 1 B). 246 DK
W, b B T oS NaARE
DBERTEEIEAL, RTINS DBEDTE
B, ELICHEEBERICERL TWHLODE I
CHAMEREER T 5. 2oz P AMERDN
iz Lzs by FITR7)a—%7
CEEKR 2 SO EO—ERATEL) 2 F LT W
2o VY —2NIZL IS EEL AL
HEIHRDIAZINTHEZELHY, 56
12 B Ot R Zela AR S AL T 7z, i R IEEED
DL AR EMEL, IV > /MREE
felL Twab oy ssiie,

B1, 2, 3ETCRRZIDESITANALTERT
DEWEDTFRADIZ L b 5T, HIEMBHED
BEE 13 ety kK PRz LT 7z, ALKEERIDS
IS N, HEERNICTML T3 &
9 7 L D TIE Lo THHEARHMED i HEE e &
N7, 2ok kFRRL AR T DEZ
1, 28 5w, HBIFHETIESILHP 1IEL
FizcA 57z,

5 4 BETIIAMEE & (3 BRI 5 AR AE D 2
DT HE TH > 72, BIH Fi R ARHED IEH
Bogli4s < ELIL, W7 4 T 2 > MESRERD
HHE -T2 (E®@2A). 2Dk LR
MHEDNZALDIZ L F D 1F, Z W RERGRHE D IE
17, WIEMHER D SN 7 4 7 A > b DHER
HEPLHED, I ar B T OEHRE
2L T i ARHE L BHEGED S iz,
JEARHED L T B o Tid I bar
KT, BANEIRZ Eo A LA T L E,
L Twizds, ) /MRDE L &I
BN o7z,

(8% 2) %5 1 #l3 adjuvant 7213 DiESFIC
Loob s, 1ICIEEE, Moo 4P| 38
e L REEED RHED B D A b7z, I
HEIMEFER 2 3 5 8HE, B 5 W I H R RHE
D ERIE D F AH55E s floccular degeneration 2t
BIEL Tz, LA L, BIEOHMIEEREIIZA
LN o7z,
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52 FETIE R AR HE D 2L T 4
72, La»L, 1IRICHOARBEIZZHNY) >
BRZEAS A Sz (F3).

853, 4 BETIZ R EARHED R ED 4
2 A5 L7z, IFREEVEZR LA FK A2 b T
7275, 5 4 BTl 2Pt i2 flocullar degenera-
tion Z /R HMED ZRARIEL T2, F724
B 3 D THRHBRHENIC 7 L 7 200 & b
U5 WFHE I VEE A BLL T 7z,

3 EE2 F2HoMizRE (H E)

EE L iER

MR RE D S L 72> ) e KT
RRF IET B & RIHRE DRI 20 D5k
IHZEpHEEI TS kI, 1976) 0.
ARG TIEFAD S L7277 7)) 2
FTELE Y b EFRIEL 2EA, BifHED T
WA R TZIRRR BRI B Z L ZHLD
2 L7z, T AHEEE LeL 12?7
> F ey KR L 2RE, Bl &EARK
GEREEL7ZLOTRIEL 28, B
DHIZEWEDSRICKEZ D Z Ehr -7z, =S
FTAUSPURDFEFHAD R e 5 &, HhdrsE D2
MAPRLLZTHHH) L 2R,
EoizH> 7 )ALy FOHRT, di-d s\



% tri-sialo 7> 7°Y F 3w FOF AR HE
TR KRE D - 7z,

L L%ahs, ER2DH1HNL SIS,
adjuvant 721} # ST L 23 BB T L REEIIR
82 25, HiMsEnZE byt A b 1, adjuva-
nt BARIZ b IHARHEIG EMEA S 5 Z &A% -
2. FDRH5 %I A adjuvant & A
BHELTCHTIA y FORREEZ IS
SHMICRET L TETH S,
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1)

2)

X [:78
Nagai, Y., Momoi, T., Saito, M., Mitsu-
zawa, E., & Ohtani, S.: Ganglioside
syndrome, a new autoimmune neurolo-
gic disorder, experimentally induced
with brain gangliosides. Neurosci.
Letter 2 :107—111, 1976.
{EREIE - S A F—B LU SREH LD
HBIFLRES:, HMLIE 661 784—792,
1977,



26) WA £ L ZRRBLT DR bR P 5E

T L &I

Picornavirus ¥k F 2585 FIh CEE I I
REVIHRER BRI, ZhH T4z
ZDLDTHBELT, BHEBDKE LU
DITTEZDINE, o4 2T %L,
FROLHEN THDETHLDENH D,
¥ 7z, Hanson & Urizar (1975) ok iz,
FEIRZELTH D WHEEZ RL T2 0L b
3. 4, ZWEERIC L 2 BTN 204
BrL 22 TEOBEIE T, %% picornavirus
BT 2EEL2) ZomTr, BLT, @
ANZTHBUEEELH B DHE S iR+
3728, MlafbFiic B R4z,

Fik e

ER : 3545, BEAERE - REEEIZIZRER o
Z i3V, OBERIC &0 A RIS
BIfZ S, IMMBICETR UM % 5 1)
7z, BEERRO—F % YINGHE 30 S LA, 2.5
BITNE—NT VT FCREEL .

BEROBRHIC VW2 5

A) Heinen (1978)?7 ik :

@ 1%*R:ayrBTHREZER K
e TINTA MEABIRICEIEL, BWEY
R ER

@ MBWYH % cis-dichlorodiammine pl-
atinum (II) (1 mg/ml in 0.01 M-NaClO,)
IZ AR, 37°C 3 HIMEFEE TG

® Ktk EYmTEIAELE

BJ) Bernhard (1969)¥Fit :

@ 1%FAI 27 LBETHRESE, 2

* TBAFEA AR EAR

TNF—NTNT e FEENDATEREEY
9P, TR -TINTAL FESBIRICEEL,
B & R

©® ®WEYIH % 0.5~ 5 % uranyl acetate
< 1 5rfE

® 0.01~0.2M- EDTA T304~ 1 B
i R

@ Lead citrate ¢ 5#~ 1 53

® KikxEHEBE

etk 725>, acid-maltase deficiency ) &
WS H L) o L TEBOERMET
EIRED et 24T > TEEL 72,

b S

1) FEERYEIE | B YK 9 Gomori  tri-
chrome 4ef& {3, angular fibers 287E L,
KL ¥y “opaque fibers”, “fiber-split-
ting”, “rimmed vacuoles” s34 &5 7225,
FRHENIEIE, MIREIIED L NLh -7z,
FIE AR, MEFICLRE R o722, 7
TN A AR T, EAREEICR
Wit A 5 N vaahs, intermyofibrillar space
ARG E, RHBRALRE AIEL TA L
Nz,

2) BEWEE | BEEMENDID, REL
1K, T-system (3R L L TV 7255, myofi-
brils o #EARELEIL L (AR T 72, Myofi-
brils I 1 & 5 iz, FHEE 22nm )
METFEEORTFAIEEL, ZAR IS
AROERBENETIZ LTz (E1), &
BLF OV L HEBEREE 25 nm TH -7z, 2
DD L7 4 )L 2 EENES L& 1T, subsar-
colemmal T, Z#HDIFELIZMIET 2 2 &8
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X
X1 7 A L2 FRRLF 43,000

2 cis-platinum (II) ¥t X52,000
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X 4

%<, BEEORIZIZA LN 572,
3) #ERafbFRIReE .

1) Cis-platinum (II) ¥:t4 (Heinen oo}y
i7:) @ Myofibrils, $ak74&(%, cis-platinum (II)
I E A ERZFE S 0DY, v 4 L 2 BRAES
BFIXBY L CA 272 (®2). Y £
#r7uwFr LEBRICECEE 2. —F,
%t ke iz FH v~ 72 acid-maltase deficiency o %5
WD) a—7 3, e 5 -7 (E3).

acid-maltase deficiency o cis-platinum (II) ¥t
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X 18,000

L7255 T, ZD7 A IVZERRLTIZ8H 5 S
M2 AETH2LDEHEZ L7,

2 ) Bernhard ¥uts . Fj\~72 uranyl aceta-
te, EDTA i EIC LD, 7 4 )L 2 SRS Sk
FOYAIEIZ T I @EDY, 0.5 % uranyl
acetate 143, 0.2 M-EDTA 15, Lead
citrate 5 MDA GO TLIEEL T
D(XR4), RNAZEFETLDEEZ L7z,



1 =

B, ZofEFIDL S L7 A NVAKT
ORI E2 2 THES A LNz L)
WL, B1oIL, 4F TIZ A BloHED
A 55, FEEERYICIE, picornavirus okiF
72 %2 e LT v 5 72dic, Chou &
Gutmann (1970) i3 L& LT, 74 VA
KFZDLDEHEL T HENF SV, L
L, HrHDT A NAGFTEMORAIZSET
5T ENTWwb A, Tang et al (1975)
D1BITOBFBECHEI L T 212 T X%
v», Tang et al (1975) HFYE, R OME
wyrzEiz vy Coxsackievirus type A9 % 4
BEL 72728, P AL a7 4 —IEDFRIRZH
ThotzHh, 1EHEREHLTHSHIELT
w3, LaL, SRESE, REEHE
EZMEN TV BN, 5 F TOHE 3460,
9BINATHYN, »&id ALS, BB L &
DTANZBEPE ZEFROLEZ ) L LDE
0 TH 2, 72, Hanson & Urizar(1975)

DEFID & 512, HREORIEHTEENDY
A VAR F & A2 Loz, #H 3k
FIENC 2 SN BERTIE, &< T4 VAR
WFDA LN oT2E L, TDHTA4 VAR
RFoHMBUE, FEHELE 2L, FEEEIOIE
PR THDELTELNLH 5,

Z DA N AR F oMb a RIS D
Wiz, Q7Y a—4> T3’ { (Oshiro,
1976), DNA 2> ? (Chou, 19719, @7V 2
—4 > ¢#H2 (Collins & Gilbert, 1977) o
MR T 2 28H°H - 72, §7% b b, Oshiro (3,
IR BEARDT I T —LHNET, TN
A WABRRITFIZELE v T, 7)) a—
2o Tl e L #5E L, Collins & Gilbert

(1977) XEBHHFHETI) a—7>ThD
LS L Tv b, Chou (1971) %1%, EFEHMOH
W72 Bernhard o s kD, ZTHT7A4 X
BR TR ET LT, 77 3—7
> i 7cvhs, RNA ¢4 Zevs & L7z, Picor-
navirus (¥, RNA virus ¢# % o ¢, Chou o

%=1 HHICBIT 2 picornavirus BRI FNEEICH>WT

Author {Year) Pattent Clinical Dx. Examined muscle Size of particles Culture
Age, Sex {Periodicity)
Schaalbruch (1967} 2y. F Biceps N 14 na {20 m)
Caulfield et al {1968) 72y.F Ruptured aneurysm Superior rectus m. N 25 .30
Burch et al (1968) n Heat stroke Upper arm N 19 (20)
Norris et al (1969) 50 y. F Myositis T Gastrocnemius B}
s3y. M l[ herpes zoster Deltoid. . Bj% -3
Chou & Gutmann (1970) My F Polymyositis Sternocleidomastoid, B
67y. M Dermatomyositis Pectoral. g V7 -2
Mastaglia & Walton (1970) 22 y. F- Polymyositis Rect. femor. 8 16 -~ 24
Ben-Bassat & Machtey (1972) 12 y. F Dermatomyositis N 15 - 20
Schiller & Mair (1974) 17y. F Malignant B
Wy F hyperthermia } Vastus lateralis B }"
Culebras & Merk (1975) 1y F Uremia & pneumonia Superior rectus m. N 20 -27
Tang et a1 (1975) Ny F Muscular dystrophy N 19 -23 (+}
Alvira & Mendoza {1975) (2 cases) Reye's syndrome Psoas N 18 - 23 (25 - 38)
Hanson & Urizar (1975) Reye's syndrome N* 20 - 30
Oshiro et al (1976) 2y M ALS N 20 - 24 -)
Sato {1977) 65y. M Dermatomyositis N 17 -20
Collins 3 Gilbert (1977) Am.-11 y. Reye's syndrome Psoas N,B (-)
(6 cases)
10d.~63 y. Congenital ancalies, ¢ Psoas, Quadr. fesor. 17 - 20 (30 - 31)
(6 cases) { Leukemia, === Diaphragm N
De Reuck et a1 (1977) 0. F Polymyositis Quadr. femor. B 21-23
Fukuyama et 8l (1977) N F Polymyositis €
myoglobinuria Rect. femor. B 20 (25)
Tomonaga et a) {1978) ALS Superior rectus m, N 20
Fukuhara (1979) By N Traffic accident Gastrocnemius N 22 (25)

N: Necropsy, B: Biopsy
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BoAE T3 Z 4L % THESE & #1C > 72 picornavi-
Tus LW ZEITEEEINDL I LIS B,

FED -7z cis-platinum (IT) e f8,12, cis-
dichlorodiammine platinum (II) 2%#xE: &
0%(Gua)-N,(Gua) chelation # 7c§ = & % F
HT23L0T, FREIIERICE, KRR
T3, 4 3 SYESEORRER AT cis-platinum
(IDIKIET 2D b D TH 2, Hru=
F, VRV —LAZIBRT 55, BEIRLT
PIZHARZBDHATHYN, 7)a—rrizZon
EBRTLHL» Ly lce Pz b, M
LSRR FE et & L Tid, I 22 &i0E
PR & % positive DF T v, HPeF bH 7
WZ EIZERD H B negative DF I, £
PRI ST 0h, ThE izl
O L ZDYIITHFALLL L\ DHhE I R
&% B - TC, T I 7—MHE, RNAase i
LBERIE FIEREOHEICEEZET S,
X 728512 v 72 acid-maltase deficiency
DFATIE, ZFn 7)) a—~7 > FEHRHIRIC
BHE N THIRT 200HHTH D, Ttk
DLHETL T a—4 SR SEEEL
T Hts, cis-platinum (II) iz & D e o
L7 b HETE B,

UbknzZ ehs, ZOEF ARSI A
WARRKRLFIZ 7Y a—4"> Tli# {, RNA
kD725 Twvd E#EZ 51, picornavirus
ZIBNVRY—LTHLIEHEZLND, T
iz LTy, 4 F TodEF s> 5,

WRICHK U DT TEZDIIRETH Y, Ik
RREZILEBbNS,

F & &
FOBFIC L VUKL 2 TIROBHEBHIC=
AR E 2B NAROR AR Z T VbW
3 7 A IVAKERLF DS B A S iz, cis-plati-
num (II) ¥uf6 & Bernhard o efaiz k), =
DRTFIFRNAZET L EEZ L7z,

X R

1) Fukuhara, N. : Electron microscopical
demonstration of nucleic acids in virus-
like particles in the skeletal muscle of
a traffic accident victim. Acta. neuro-
pathol. (Berl.), 47 :55, 1979,

2) Heinen, E. : Cis-dichlorodiammine pl-
atinum (II) as stain for electron micro-
scopic preparations. Histochemistry,
51 : 257, 1977,

3) Bernhard, W. . A new staining proce-
dufe for electron microscopical study.
J. Ultrastruct. Res., 27 :250, 1969,

4) Chou, S. M. : Prospects of viral etio-
logy in polymyositis. In : Clinical stu-
dies in myology (ed. B. A. Kakulas) ,
p- 17, Amsterdam . Excerpta. Medica.,
1971.
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27) R A b w7 4 — OB — HARAME R X

[i2]

D

FRG IS b TR

=] &

Single fiber EMG (3% O fi G HE DI E)
BFMETEHELTCELZDBIENTE, £0D
£r DIGE B ORI EE) % BT 5 DI
BLTWw3E, -TINbLEHANWT, BT X
b o7 4 —EED FHARHE R R IE AR TR & AR
THZEHAREE D, S ENIFEFEENHES
HBICV E VT jitter B R T ER
P (mean interspike interval : MISI) %
HrAbw7 44—, BEEEHRECBY
THREIL, TOFHEHLICTEZ 2R
A7z,

FEEXR

EREE 254 NDE—HEMEHERE 2
W, BEEBIFIDUET o — AR TH—
ARHE R 21572, MRITETEHZ X T
v 7 4 —#E (Duchenne %!, [%#F%Y, myoto-
nic) R UMLOMEHRETH 5. —HRDHEH]
Tl RS IR (interdischarge interval ©
IDI) X [E—#iREXELT O 2 DO RhHRHEND TR
W FSEE R (interpotential interval : IPI) & o
B 2R T  d T E— L R 2174 b
- IDI % 258 & &, 155 1172 pair DIiGEHE
{if # data recorder (TEAC R410) iz 524%L,
HHE L THHL 72, Bvs IPL %+ late com-
ponent o) jitter Bl »s, —5E 7 sweep speed

(500 usec/cm) THEZEE TE % & 5 iC dual
sweep speed D HA L IRAL /2, jitter {fED

* EIrFEAT SRR RAR

t B B B

%I\*
*

it b R

S peskiE ) MCD & L CHFagIcGHH
L 7.

wuksrpE (Fiber Density : F.D.) |1 at
random @ 20 LA LD KR A >~ Mo BT S
IENE 200 £V LL_E T rise time 300 gsec LAY
D FE—HFEZER T o sharp 7 Bk 57 %
SFEHL TR 2,

SEL R R A (MIST) (3 E—E AT
7 2 fELL_E o> multiple action potential |2 35
W, RRMUEMIEEREEZ T OMICE Z N HHK
HEH 5 1 5[ Wl TE - TRDZ, ZD
3544 5 msec LA LBRIAEN 2 R EE)
%Az (late component) |[TMOFRIEREL D B
NIz ac BT 529 MISI EfsE L Y
Bz, 22 TCRE—EAL DHEL 103
~920 1 o» MISI % F#5 L 724K % MISI & 3
sz EiclL7z,

IPI & IDI & »RAfRIZE 1127, 1o
FE%IZ 1 > potential pair B H EKELE%
LT3, TEZEMRIL pair I act-
ion potential T trigger L T — % ¢ sweep
speed (500 #sec/cm) Tsweep L, FCERMHK
% 20cm / sec o) speed T raster mode T g
L7V THDL, ZORERGFETIIBRIZ
FAHicAm-TI, 11, 1, IVOIEIZF— pair
HECERE LTV 5, pair o IPL & IDI /O R8f%
BTERAERIZRT IS 1o IPI (Hlzix
II) 2o e D, ZOEMCHEIT 5 pair
(1) EooreRiagRIkRE (IDI: Bi: I & H o
[E) 2z > TENAREEFNE L TT 0
v bF 5, 20k kiRiEEFE—pair iz
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1P
11“ n1 m1 W1
T — time
___________________ P e
]
)
1
'
1 10t
:msec
5 m-/\/——/\,——: 300
3] ? ¥
2 II——/V—/\/—; 200 oIl
1
JIDI : 100 oI
] i
3 ' 0 1 2 3 IPI
a ———————— 1 msec
13 !
1 msec !
1 Correlation of interpotential interval

(IPI) with interdischarge interval (IDI)

T100~200f d i %2 72 b L CIPL &
IDI »Bf% % #Et L 7z,

& g
FRAHERE L (F. D) 12 IE# X 20 5] T
1.4240.23 (mean+2SD) T, {2 bu7
4 —ETIZEZIC F.D.ohnssas s i, BE4E
BEn#idg & FE L {, myotonic dystrophy,

MI1S]

[msec]

( Cases) 0.5

Duchenne &, BFRINNET F. D5l %
AT & L7z,

F—MEAL DB N 10~20 o MI

SInF#tw MISIL & LT 72y F95 &

(®2), E¥xREF.D.owns 2Es=
a—wu R (ALS R KWD) i3 g E
D, YA b a7 4 —iE Tld MISI »*
FEICERLS L), SREMBERTIIET LK
PR a7 4 —EOPHEDEERL 7.

IPI » IDI o) B ¢ld, i) pair Tig,
IDI o & T 3 H o IPL o FHE T HEE A
BEINL I EXHIDPHETIIL W, &5
TUE 5F 15 8 S B T o) pair Tz, IDI
B IEEIckE R [PlOZ#Hr A LNS,

HraArae7 4 —iELYHEL N pair T
13 IDI o258 ¢ IPL 288 & 2 I B LI IE
¥ 5% pair £ A5 N5, IDIZEEizOh
TEBRIMIEBEFbLTPICBET L EH S
A%, ZOBEICIE, THRoOBIE T pair HE
DIRMEFZLL, TPl kagic EaE i
IEET 5726, BEOTIIZL S IPInEE)
THDI EWHD.

A 74 —ELNELNAZH5m
secll FORFHBEN #3F - THIBLY 3 late
component ) IDI » IPI» BE{% 12 X 3 T,

1.5 2.0

Normal (10)

- ¥ ¢

0.52

Duchenne
Dystrophy (13)

Limb-girdle
Dystrophy (7)

Myotonic
Dystrophy(3)

Motor Neuron

[ ]
Disease (8) ¢

Xy}
$5e

Polyneuropathy

(8)

oo ooe -I .
0.72

2 Mean interspike interval (MISI) of various disorders
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Y

JH. 16 Male

PMD ( Duchenne type )

Y.N. 15 Male

PMD (Duchenne type )

DI MCD= 90 msec
(m sec) ( N=180 ) MCD= 146 usec
o1 ( N=175 )
300} (m sec)
200 2001
100p 100}
0 « 1 I 1 o (¢ i 1 )
11 12 13 6 7 8 11
IPI (m sec)
(m see)
M.T. 14 Male
H.T. 22 Female PMD ( Duchenmne type )
PMD ( Limb-girdle type ) 11 MCD= 64 usec
MCD= 484 usec (m sec) ( N=100 )
( N=200 )
D1 300
(m sec)
200} 2001
100f 100f
o A
o 2 & l. L 1 i o ‘< i 1 "
g 8 9 10 11 6 7 1P1
IPI (m sec)
(m sec)
3 Correlation of interpotential interval (IPI) with interdischarge interval (IDI)
Late component of progressive muscular dystrophy (PMD)
.T. 18 Female
T.I. 16 Male K.T
PMD ( Limb-girdle type )
PMD ( Duchenne type ) IDI MCD= 196 usec
IDI MCD= 268 usec
(m sec) ) (m sec) ¢ N=175)
( N=107 )
200 200} -
100} ek . 100f K
ol 1 1 . 0 Y 1 4 N
Vs 6 7 8 — 5 . o
IP1 IP1
(m see) (m see)

Correlation of interpotential interval (IPI) with interdischarge interval
(IDI) double discharge
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IDIo SEHEIC & » CEFICIPI M 5.
late component 4)_* sE{LL 72 double dischar-
ge #* Duchenne B! CREIZEZE I DA%, T D
41213, IDI o FHEIC A - TEREE IS TP o
FEE L (X 4), IDI %*100~80 msec LLTF iz %
3 L IEENEMATERLTLE 5. X, double
discharge (2 LU F %5 %2 - Tz, (D5
ICHBLT B IGEENEMAL DT LERIL T % 2¢
RIBIZANE W, QBEERERINLEZ HT 1D
4 &, late component # % { (3TEMAHT2 DD
EEHEMOPHEIALEL TS0, —HD
EEIEMDIRELVNE (5 (ERAHHRHE
ENEEND) &, MIFDIREBLIKEL LD
(BEDIHRHEICIE D), bW b —Y —
H% %;~9. double discharge H 4 13—
HAERRDHBERE LT 2ICEPT E S
—YV—BRIIRET, MEMRBIIKRELL L
ZH/NEL B H T, E—DEE ZRT.

% =3

BHRMEEERHC R o7 4 —ERVPEHE
R BTHMA AL, ZHUIEZE 2D 4 D
TERRA* pick up L 9 % 4549 300 # 7 FERN
IR — R T OB NN T 2E 28
BRLTw3, KIEHREREIZ L 5 collateral
sprouting 7+ ¥ ¢ reinnervation X2, muscle
splitting, muscle atrophy 7¢ & DD EER
WORESHRMEBENINI KR I N5,

FRARHEE B B IC R 2 EE) = = —
PHBTIE MISHIZIEH & 24°7% <, &M
P A b a7 44— TIRAEZEIC MISI D E R
Aoz, THIZBP A P07 4 —EDTHR
MEDKNARFEDIZEE# RBLL T35 &F 2 5
N5, BENL/NMEDBARHEIL REBIC AR HE
{BRELREDB N 72O R ERHEDTETNEM L Y
ENTHILT 299,

Jitter HKRUI[E—FREZEET D 2 DD fH##
#Hed IPL 2B REBTONSBLRTH D,
IEH TIXEICHHE - H#EEHF o transmission
time o) variability i(cH¥X T 2% &E 2 LT
W YRR T 4 —REIZEWTIEH 20 %

) pair |z jitter LB O B A4 5 N block-
ingHREFRTLNLALNBD, 7T late
componenst ) jitter {f {3 &k X W] 2 R
L, k- Bina iRtk jitter L Fofhic,
505 48 HE (73 o) variability (o i3k 3 2 jitter
Bl%: (myogenic jitter) DEEGAHIREEI N
722,

Stalberg i3 x4 § 2 B % H 3 5 SR
AW T — R CHAHE 2 RSl <FE
— K554k o> propagation velocity # #1582 L,
propagation velocity 7" &14 2 35 % RH
L T velocity recovery function (VRF ¥ rg)
EZAHT 7Y, 2 VREF BIEEHFTLRED S
No5h, PR P74 —EIZBWTIIEFE
7t VRF 2R B 8ins 2 t 5L T
V3P L LD V72 SR TR RN
W 200~300 8 DRI DIREEZBEEL
TW3ICT &%\, ol end plate 22 5 &
BRISET % £ TOHMRMEICEIT S VREF % 2
DDFGHEHEND VRF vz & L ¢, IPI EFh %
fEiFic LCEgE L 72, £ L ¢ late component
Tz IDI o 54E © IP] 2SRz ic SHa L, late
component @) VRF 53 ThH 5 Z & H'H
L& 2 - 72, VRF A3 7¢ pair o) IDI
IPI L B #ERXICE 5 I2RY. KF o

IDI

msec

200

100+

[P]

1 .'}. msec

5 Correlation of interpotential interval
(IPI) with interdischarge interval(IDI)
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b TRE N3 IPI o Z&)id IDI ps—E Dl
variability ¢# 1), Zoml: VRF 354
JRAE - BIREGEHR) jitter R X F 2 5
N5, Ry aiziiy§ % IPI o variability
X b iz VRF Hl £, myogenic jitter 2%h14 -
727D IPL BB KRES ol EZ N
%. 4%z late component ¢z IDI »
DZEFYT total o) jitter LG KE (40 Y,
= N7z late component o) jitter Ak =
{ZdEEZLND,

Double discharge Ci3 BN CHIRT 5%
BYEEALIZSBIC BT 2 iGEED AL & Bl — i ARHE
Bk 726, IDI 3543 2 & IPLIZIEERL
DWIZILENL T T 5 iGE BTG RMED
refractory phase |Z{3\v> 2 7285042 2 & &
Zbid, Z i IDI A780~100 msec LLF
2% % LiERkT 5 Z & T Denslow?? $gdi§
LRTE—HL T3,

F & ®

(V&R A+ v 7 4 —fETid Py MISI
ERRICH~NEEICEEARL, HR#EOKR
INREDHEREIC L B EEZ LLD.

@ A b o7 4 —iEMD jitter BLHIZ 3
VRF Hi3ko> myogenic jitter 5fipd> 0, jit-
ter A K& { % %, F5ic VRF »§H3F 7« late
component T3 b ¥ 2 D EH ST IR D ZEE)

T jitter fHIZR&E < %2 B,

(3)late component & #T{ll L 7z double dis-
charge |3 Duchenne FI¢ k ¢ #5823 1, B
DALE DT U3 2 IRIBO LB HF A
Lz Eoofiiz, IDL 24 3 IPI o> 258y
#% late component & |3 x4, IPI 257545458
b EHKRTHIEVHELPE -T2,

X [

1) E. Stalberg : Propagation velocity in
human muscle fibers in situ. Acta
Physiol. Scand., 70 : Suppl. 287 :1
—112, 1966, ‘

2) FEEH, EEEME I B R a7 4 —
HE O B — AR HER X (Single fiber EM
G). BT A v 7 4 —ENHEERNIEHIC
BE3 TR (HheR3E) BERFD 52 G E
pp276—281,

3) E. Stalberg : Electrogenesis in human
dystrophic muscle, in Pathogenesis of
human muscular dystrophies. pp 570
—587, Excerpta. Medica. Amsterdam.

(1977).

4) J.S. Denslow : Double discharges in

human motor units. J. Neurophysiol.

11 © 209—215, 1948.
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28) I b =—DFREKF
N,

EOK
[ S b I Aol

IF b =—3FER OB TR MY,
TREICTXFIZL A LN, X2 N{LFEE
Lo TCHRED I EHHMOEN TS, K]
ANERBE AW CHMINEEEZIT) oI
i3, NHE L HHAIEHE TS, B
LEEZ THOEERILET, L2 bINk)
LIEARZIGSH 2 S IZRBELIHEH S, AT
RTIE7 v P oBBEEEALZHNT, T>F
Ser-9-ANKCEBTIA=—% in vi
tro TYERL, 34 F=—lcAbLN 52D
kb R % v NERE BV CECER L 72,
warming-up 35z,
microoscillation, 3 # } =—=— D GHRIEIZ 35
I+ 2 N2 Bisr R (myotonic micropotenti-
als) I DWW TR MR 72, 777 ZEHIVE
Bz k- THIRRERIEZ TEEE T 5726
1213, FHLOBRL Il E S mhicxt
4 2 E-C Uncoupling o 75 8999z £ 1 i1
HEZBHIE L 7=,

%%z myotonic burst,

;) &

{KE 150—2502 D7 4 AF—FRT v D
BERBIEA %2 Krnjevic 20 F kT2 Y,
95 % 0:& 5 % COmRE 7 A % Hv TREAR
PEEFAL L 72, 34 L =—% in vitro TDOK
7z LREERICT P TR-9-H L
K8% 1 X10*M/LogETs i o—xX
WERICIRE L 2EciE L 7.

A b=z LN BFEL DBLE L N

* FIREMAPHE=AM

B 3 BRI IR
EimEls L AERI A P =——

|

Iz & % artifact 2 Lic#ifa g% T 5 72
DIZIFIF P =—22< URNICH 52 LD
o> triad % BIRAGICHEE L 720, Zhiciz
400 mM glycerol iz I #EFRIEAE A % 60 43
&L, kizCar Mgk a25mM$ oz 72
—iZ 200 L, Fikic 5 mg/L o
B T dantrolene sodium # iz 72 f o—x
Wic 20 3, Triad BT EEN glyce-
rol A &5 SESR D ) > — TS MR A A
%53 B osmotic shock T2z ), i
TH 98 BNTFERMEES 2L TE %57, FiC
BN D2%DENERL 1212 5 mg/L o
8 J¥%C dantrolene sodium % ¥ 4 v — Xz
M2 72 EEA~RT £ 99.7 BDFERMEEN %
B 2 EA5T& B ZHUS & » THBHEDHE
WMBIEI &I L 2 RN EHEERZEI T
5T EHREE &, XORBHIGMmaE L Y
R TR % BT 2 726, SrfalE TR
3 ERAEM PN ZELICIZHE L2 5 2 3 my-
otonic burst SN MIBNHEFECERATE B,
AN ECERIE 7 T A FE /N ER Z HIE
L, #&#HT 5 —15 megohm ) { 0 %584 TEE
AW, BEMIIF e xa—7L Di#EA
&Y, HIGEENVESL, myotonic burst &3z —H
T—7Vva—F—iEL THRIcXE T 7
TER%Z EDEFHIL 72,

& £
BERAL, T NARENLIZ N3 25 E5Eod E-C
Uncoupling #2435k 1 A RU'BIZ =T 4E
12 E-C Uncoupling o RT#% CHEEAL % Fugk L
TLEHI L, X mepp ? quantum size |
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DWW T4 10 4 Ao endplate T %% 100 f# 3
DD mepp L ) quantum size % EE | 72 H0
MeattcHEEE2 B »r 72, 2% ) EC
Uncouplmg % AR TAT - T 3 BB 2 O %
ANHAR BN (3 B e < UG 2 BHAE © %
52 L aMERRL 72,

Myotonic burst # E-C Uncoupling -4

A

CELERT B X1 —ADEEIZ R 2 i
laNdtskTE s 5 & 3 ﬁ%ﬂﬁa@ artifact o
72D OENIEH D ) L Bk T E %
Zitizxf L T E-C Uncoupling » %12 (X 1

—B), burst 54k 3 % & HUlEEIC & 2 arti-
fact 7¢ |- burst ? % F CTEt$k T =, myo-
tonic burst Dz iz w 5 < N L 72 B ERas

1 sec

I S0mv

100 msec

1 Az E-CUncoupling #+ ¥ | myotonic burst % 54%9 % &, BN 2HEG D

iz (KH) AL L7,

B |z E-C Uncoupling ®»#(= myotonic burst # Z24%3 % &, #5UlgE artifact 70 |

2 burst DE 1% F TELERTE 72,
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%1 A : E-C Uncoupling ?gij#% CTEEA % 1), =TT abortive spikes, microoscilla-

WL 2 EEE=I - 72, tion T burst 25§ - T\ %,

B : E-C Uncoupling ?#ij#% T/ N& )iz warming-up B 2> TlE, & 18
BAL (mepp) % &KL 22 HEARIL 1= 1 [alo> slow myotonic discharge ##2 - ¢
(CXcRe VB EEIC10HZ o MR RIS 2 4TS &, BB

A. Resting Membrane Potential (mV) 712 2 o kf 1z hyperpolarization % #2 L,
No. of Muscle Fibers Mean +S.D. slow myotonic discharge 3, —BFiH 2 L, KkiZ
Control 07 -83.8+5.2 W5 <0 & PR %k | CIREALAT T — 72
After E-C 50 813 +6.2 mV (2 4 & % & [ myotonic discharge »+
eouelns #Ho>Twa, SF ) warming-up (= (3 f A FH

#edill iz X % hyperpolarization 25{% L T
WarEHIZEZLSNS, RicHrvaza—7

B.. Mepp quantum size ( 10 endplates )

) @ channel 1 % &5 #4ilE, channel 2 % {IGES g
Control After E-C Uncoupling -
quantum £ 1 S.D quantum = 1 S.D T myotonic burst # 28k3 % &, IRk
1. |o572012™ |1, |o73:016™ TIEBREM OB IEH A S5 (B 3), burst »
2. | 0.47 +0.10 2, 1 0.75+0.14 # - T B %12 4 microoscillations 2.5 &
3. | 0.48 +0.10 3. |0.93 +0.23 7z, %L T 5mV LJ o oscillation ¥4 3%
4, | 0.37 £0.10 4, | 0.49 = 0.10 L action potential o burst #5#& %, 3 mV
5. | 0.6230.16 5. | 0.45+0,12 FREECIZBIMELLT & 3% 2 5 41 Caction poten-
6. | 0.49 +0.11 6. |0.58 +0.29 tial # £ 70 VOIREED A 5 4172,
7. | 0.53+0.17 7. |0.59+0.18 XNEA 4 DEEIZ, 4 F=—D MRz IZ
8. | 0.5 +0,13 8 0.63 + 0,20 — W mepp 7Bk 7 T 7 B o B % Gl gk L
9. 0.39 + 0.10 0.69 + 0.16 72. ZDHHIE 3 59 myotonic muscle fiber
10. | 0.75+0.16 10. | 0.48 + 0,10 L D EEEL 72 DT, BRSO EAL TECER
mean | 0.52 = 0.11 ™ | mean | 0,63 « 0,14 ™ =41, JUEMEY 1.04~2.11mV - mepp k )
KREL, SHED 0.78~14.52 [|/F38 5 11,

L arming-up Phenomena
slow myotonic discharges Warmingvp Phenceena

RMP{mv) -70.0 ~75.0 -B2.1 ‘750 729
hyperpolarization slowly depolarizing stow myotonic discharges again
l S0my
1 sec

2 BRI A P =—DRADE-TWBENC, 10Hz ndflg #4795 &, hyperpol-
arization Z# L T, FEEDOEKIZ—REERL, MET 2 EHUOHESEI W - D i
o> TR I A b =—DFE XD~ 72, Warming-up B » EEM DL % 472,
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Microoscillation (}}

1 sec

3 A4 wvza—70channel 1 % 5#iE, channel 2 #{K#E1E T myotonic burst # 3¢
Y 5 &, EMIEEGE TIREEMOBNE A A 5 4L (%KED), myotonic burst o
v 23z 3 microoscillation 23388 & #1172,

]

Myotonic micropotential =
(mmp) AFFFE TIRILFEIEMIC & > TEBREY
vitro TER L 72 3 4 b =— 22w TEAE
S

L

d

HEaRET 2Nz 72, B MicA LD
== S5 HDOEBEET N EDMIZED L
HGBEH BH, LEDHTELDITON
IZEABREICHL I L 21U 5 7\,
Eho F—‘—*Liiﬁ“’(%vﬂﬂﬁﬂﬂ?&@7ﬁ
— A F XY BEBEES A L T B &
v» 5 Lipicky &9t b 525, 7> 5
L -9-AINKRCERZ L - T L B 7
2 — )L A F KT BB AR T B Z &

’\—*Kknixkaku-

Cell 3
MHHLPIZENTEY, ZoMIZBEL Tz
BEDH D,
AR TH L E w572 8l2() I 4 b =—
_] Tmv IZ triad Z##3E | T3 #2% Z &, (2)Myotonic
0.1s burst (Z (ZEEMAMET 245 2 &, (3)War-

ming-up Bl% % in vitro TERR L, Z D%
' ER=Ehy A Mi >

S U7 N SR THRAR LU B P e
oscillation » myotonic burst * » Bi{% % &

TECERZ 115 A mepp » £ 1), myotonic
micropotential k jF//\ L 7:. e & 5 5)%%*& & ﬂgg{;ﬁ‘ 7;{7‘&’]‘&" H}iﬁ\@(ﬁ %—_’

Hr7zIcFeEk L, Z 71 % myotonic micropoten-
tial LFRL 722 & TH 3,

4 350 myotonic muscle fiber L 1) ¢4k

HnsrAn L Katz o quantum theory |2 5¢ 4 UEn5EBICEL TKRICEZET 5,
7w 5 mepp X HH 5 A2 B A 72 myoto- M3 r=— ;Umdémﬁb”vg L
nic micropotential * #x L 7z, W) Z s, BoBEPERGEER O —E0GE
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TP L D RFIC B W TIBHEZRIEL T
Lid b=—nER/WELIZES &) &
THd., I4b=—I3MEHZEENR A
WTLEES Z EIFUFI»SMLENTNEDNT
ZDRELFMAEHREELETELS L,
I b =—I3pARERE D R TR S Z
EHFEBBNCIEAINAZ EIC D,
(2)Myotonic burst (23 B OLT % 4§
3 &V Z &3, AFEETE-C Uncoupling
12 &0 FIAE 2 RRIE U T & v INERELSR &
ToTWdNTHERRICLBLDOTIR L
{, BREBEMDIKETHALISES EFEZ LN,
FEEALMET UL IS E)EALOIRIE b IR
Lo, abortive spike % microoscillation & 7
- <C myotonic burst 2% 2% Z & AT E
., ZHUTIA P =—ICRRBII LR E L T
“dive bomber sound” & \» 5 EIHRAH 5 55,
ZFOBEREFRFIIAIE & L T IRELLHENIR
T 5O HIEBENENMDIRR IS - T,
2= —TH 2 LITHTREF L LT
L2Z5ZEHBATES, BAHEXTIESZ
D FHRRHE TRA IS, FEABEE LIRIED
WD » TV BBV BHICE LN E-T
W3 NT, B—HMARRNEEIC L 5 myoto-
nic burst L ) L EFEAEE L B,
(3)Warming-up BL g 1C 3 ELL 2L AH*
BIfR9 5, MHiEZ ERNY 2 L IEEDHA
TLIEEMIZBML, Z N % posttetanic hy-
perpolarization &3, I 4 b =—DIEART
LR AERIEC & O BEEALATEML, TE
ILL THERERIc ALz A P =—D
spontaneous burst Av—BFikF ), SCRREEH]
B X AIEENEM O BIBAT L O k& X,
% 1§ hyperpolarization |z & 0 B T %
5. DD 4 b=—I2A& 5N B warming-
up H 5%, —f%IC 32 5 11 5 posttetanic
hyperpolarization & v» 5 R H* I A+ F =—
IZDWT LY, —@MEici#E 5 hyperpolari-
zation S Z DARRETH b &HEZ LN b,
(4)Microoscillation * myotonic burst &
DR

Microoscillation |3 myotonic burst ) #%
NISIE L % - Th 5388 5 LB LSk myoto-
nic burst M T L EHMIEECEIC L IFEE
5 3, Microoscillation {2 O X #5V-T K5
EEVEAL A U T v 3354 ) microoscillati-
on NHIRMEIZ 5.03+0.28(S.D.)mV T, micro-
oscillation | B iGEVBALAT O EFe VTR &
Tl WIBADIEIEIZ3.46+0.42 (S. D)
mV & #%#HDK TIERETH 5, Microoscilla-
tion 7% ZIRMELL ECR o EBEREL. LT
& iE, myotonic burst % £ U 2 WEEMEA H
bEEZ LN,

(5)#AR & 1% S B IR Ze DN 72 o0 B i

PUNERE H V-GS EAT ) &, 2
A b =—DIEARIZITIS, BARERAL & 13 R
IZ, mepp LT RE BTtz icskl
2. ZHIEMEIZ 1.04~2.11mV THHEIZ 0.
78~14.52 [al/#¥ & Y, myotonic micropo-
tential (mmp) & #x1L 72°. ZHOEFRIINE
EEMIC R 2/ & XA BRAET, HEHTIRA
LNV Ehh I 4 =—DBENRFEIC
£BLDEEFEZLNDD, FHIEFEEY
5. DI FF=—i2BJL Tix microoscil-
lation DT H % 5, mmp (2D Tidk
IZREEA TV, B PO I A P =—Z DT
INEBGERIC & 5oL, EBRAYI A b
== XL LSRR RITSZ L
HIRYITH 5,

&

Z v b OEBEEARIZ, T o> -9-
ANWNRZEEEACTIA b =—% in vitro T
YL, TUNEBEZHAVWCI A b=—n%
ARFICBL CEAEEPMICHRET L. 5
|= myotonic burst, warming-up .5, micro-
oscillation, BRI # F =— MRz B
15 2 1#%/]~7¢ B4y B myotonic micropotential

(mmp) (2D TiR~Fz,

3

M E w2 BERERKRESEZN
Bl FRARMERBURICEREIL 29,
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29) wm b =3 kIR IC T B A TR T

mEmhE H T

&
bbbz, 2 B 7T RRELT
IoRELZT, WHLBEOTICHSZ S
EEBLICL, FMERGE BBHI
Mastha & 7 2 v oBfEn T, Cattxe cye-
lic nucleotides »"FHUZEME & L THTET
5ZEFRBLTRLZ™,. o to7 g —
IENHHE, HREICBEL L, BRGET 3
YORFREFmLLNTED, bhlbiii?k
FeZRbe7 4 —BERAOZELRATY VI
4 5 BE RIS, Mawatari 593 %7
1} >z & % adenyl cyclase activation %5
HWThHhbI ezl TIyHYRIa74
— i/ ialk, HIABLRE IS L Twab 2 &
IREENDG, to b= L ZNETHE S,
NTWET I n—D2Thd, HEMEBYELE
Duchenne 12> 2 } v 7 4 —fE AL K ER Y
I FoNF A, e b= EEIREERYD B
Ftabt=>sf 1773 ‘/7)%51‘;’—5‘”&:4: -
ToL bR, FORIICMEHRE L iz
T A EBEHBEOOWHRA B 5. Frok b
R b a7 4 —fE & DBFELEIC DN TEHRDOSR
AR E LTv> 39, MAO inhibitor (Pargy-
line) (2 X 2% Duchenne #1 > 2 b v 7 4 —3E
HDEERN 2 A3 F—n#EOL H Y, #
DRILIZ DT, 2N ER 7Y e
L BBET F ) CIREGY, mEER
BB L UBESEEROTEEE S 555, o

[}

* RIBRZFEFRE -

F=>DRAELREEIN TS, RIFFETIE
Bigonwie { Wil (ischemic myopa-
thy theory) #Bth, v }=> DMEIHE
=, HICH T 3 EEBER AN, 2o b=
IHAF—RILD A A = XL ERRETL 72,

;) =

in vivo HEEEFRYEERIL, > T F —IILERER
(20 mg/kg) TORBEF, FOTE+m
WEERAHEL v X 5 BB L RS T
EKBEL 2, BEMRE—REE S TIT-
72, FRIREEIZ 30CIc—E & L7z, BRI
T HERTIE, FEEHE L VEO—IHE
B2 LY BEEL T free & L72b iz, KEH
[ AT > v ZHH#R % #T C isometric stra-
in gauge myograph (ZE# L, HAEIKEL D
Fid 7 2 —VEAT CHEENRIC L -

- THRS N ERBIEEERN B & OB

&)1 (100 Hz RIBCRASE) #8085k L7z, HUN
FEIRAIBIAR S S, BREIHES Pt, BN R
E»SPtERETEZDY/20EN E THEy
B T, WEBYEMFEERD SEHD—
Riggre— 27 o Tavae, EHD
RISy B — 78 (BN EE) d*Pt/dt?* & )
EL, EHERST (Po) HREEA LIz, Fo—K
oy — 7@ dPo/dt # 5 L 722, in vitro £
ERici3, IEH Y > (95% 0.+ 5 %
CO,, 33C)HERT T, 7 v B HIE
Az L, MBNERDS: CTHBERIMR
#EAr (MEPP) iRWE, HEHE, BLU#Hik
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AL 2 508% L 72, B NMLEIS, Electro-
magnetic flow-meter # f\T, HKERIIKH
A 5 ) venous outflow % A4 > 7&EX 4 3
w777 kiciesk L TRIEL 72,

BRBIUSR

(MEHIEZE) A > 77— VB TRED
— B DERFEIRD & 0.03 % d-Tubocurari-
ne »MEFHREARTHRS, 0.35 Hz DR
R AR B TR R T B NS B RpiEshEAL
IRIEH50 BIKT 327 vy 7REZHERFL
. R B AE#R» Lo b =5
mg/kg ZEAL2HR, Bk 7 9 v 7 DG
fyJa#8 (original amplitude ¢ 67~80 %) #*
Alznt, 7 v 7 HE{L (original ampli-
tuden5~14%) ¥ % _AHME R (anti-curare
B X tF curare-potentiating) A &4 & L7z (E
1). Rk THMERIGIE, 57 1) > (5
rg/kg) 5T AL (E1), FIEMYTH
&H L bbb hofitic kg, anti-curare
{EH I3 a-adrenergic receptor % 4 L 7z pres-
ynaptic 7 & F v 2 Y bR EER IS X
% 3L DO TH Y, curare-potentiating fEH I B-

curare infusion

adrenergic receptor % 4 L 72 postsynaptic
@ hyperpolarizationfEfic L 32, £ 2T+t
o b= RENEAEICOWTHRELZEZ
2, Bi#lx a-blocker (phentolamine 0.1 mg/
kg) Cifde, £33 B-blocker (propranolol
1 mg) Ty, Lysergic acid diethylamide

(10 mg/kg) 13T LN L L 725 S % h o
7z, PEoTra b = OMEHIEECRITT
YEF 12 serotonin-induced epinephrine rele-
ase®n A H = X LD T WD L o & HELE
ENns,

KIZ T FEREARE AR % v 72 M
WEHET, MEPP (2§ 2 tn =2 i
mrmE Lz (B2), i 40 ug/ml &
o b =2 e & - T, presynaptic acetyl-
choline release # #3342 MEPP i EHEE
|3k, postsynaptic effect MIERE L L T
7> MEPP {RWgIZ 88k, #R1LIEELLIT S5
I AT R 218, AR in vivo DIHE EFIE
LixWnbnTh-72, iz, THigZEAR7
)5 pg/mlBMTIRLNLMA (K2) &
YELTH-72. L, T in vitro FEER
DEEFIZ L, serotonergic receptor DAAEDS




Serotonin
before 4049/mi
e ]
MEPP amplitude 07 0.86
(mv)
frequenc
gﬁmy 3 15
Resting membrane
potential (mv) 60 72

EEEINTITE L wh L Lz nw®,
(FAHERARESR) B8R PRt iE 2
HFicd o b =>nEME%, B-adrener-
gic stimulant (isoproterenol) effect & i}kb
LTREIL 72, RAERBBEH %27 7—LiREgE
FREAT CHEERARL, E8EMICO
EDTDWTERI NS FREBGEERES, 54
MRNB LU ZNLD—K, Ritsyihiss
iCER, T L7z (E3)., 2R FhDigEnGE
FfFiF iz i3 “active state” DA % 3 A L
7219, FERZESE & L T o) active state durati-
on} k trdecay i # 1 2 1 Tapesar, Tuor
THEH, DL 2EFE L L T active state in-
tensity of shortening |% d?Pt/dt? active
state intensity of load-bearing |z P, T &
L7z, dPo/dt i3, EFIMEERIZ RE I
g, J1—REEBAfR, cross-bridge FZEEE 4
RYLNDE L BARO—FH» b+t b
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MEPP

Epinepherine
549/ml

=> 5 mg/kg 253 % &, EHELMAE
D F F, A?Pt/dt5RAN - 7= BULHE ST Pt €
TAbLHFLENT BHEN P L
dPo/dt DZEALIZ L WL P SEEKTIC L &
EJCRAR
Lysergic acid diethylamide (10 mg/kg) <
BEIE &2 1, a-, B-adrenergic blockers )£
332 T 0 o 72 W RUTTE AL 20~30 3 T8
—ZIZFEL, 1R THRER L~z EL
7z, xtie L 7z isoproterenol (5 pg/kg) o%h
K%, 1 ic twitch potentiating action
HY, TirDIEEIZHES LDOTH - 72, ac-
tive state DD TEE 2 3B % & D -
72, BRI 5 ~10 3 TE—2IZ3EL, 20 1%
FTICHELZ. D43 15 PnRiTosses
FEDHLLATH B, v b = o twitch
depressant ‘action o) 3= B & 7 - 7= d?Pt/
A’ KT i, active state dHESICHE 2 12,

Z o twitch depressant action %



549/q

Action

potential Jomv

4 msec

I20gm

440 msec

0 A \ I Y W e

1 2 emymsec?

50 msec

L.__L__ O (\ ‘/H/_ Sk
dhy _/L\r _/W

Effect of drugs on contractile properties CHELAE GRS R IC R L C o/ Atk Catt

properties

arugs Pt TdPt,ﬂJTVzR Pyae] Po |dPoddt SEEEA R4 5 L o THhH NP, subcellular

0 am | aw : Ca*t transport system 2% #BiRL, T4
Thorpe & Boegman'™ |z L 2 #={bLFEE 5D
o b = ERAMRORERE LFEL LV,

F-8E, PHEEOMEEAHMBICKHT I
: F => 8288, actomyosin o> Mg**-acti-
. vated ATPase i&H= 514 % P fEA & 41k
HANCFER L 22O L FE L kv, —F s
oproterenol ¢) twitch potentiating action
DIEE & % » 72 Tyx? IE £ 13, activator

A
o
.o
[ YY)
e o033 o 3 8

decrease
N
es
g

Serotonin (5 me/wg)

=201

=304

Ca**t troponin {Z k - T modulate X #1 %
cross-bridge turnover |14 % g-adrener-
gic stimulant HEZEO L RE L T 5

o (Bi&E5MmiE) Electromagnetic ﬂowme-
+10] :. . ter # T, o b =2, a-, f-stimulants
58 DORIIRE G & o venous outflow #
HELZ(ES5)., 2 b = { isoproterenol
Lk haseed Sovss | weate | weeee LBARERERL 2. BEHREIC DWW Ty

+204

increase

Isoproterenol (5 ugAe)

4 24, W7 & LpNmEisst LT mono-
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Effects of Drugs on Venous Outflow from M.Tibialis anterior(Rabbit)

ml/mi"j s;%:—%"
oy
0 . . A
it
4 Seig
norepinephrine
4t Sghg
e S
0 : .
isoprotereno!
4t S9%g
P I
° i ? ™
5
phasic {ER T4 2 DIz, FEEFH{EEICIZ T8 Neurol. 29 : 420—424, 1973.
Mg e L7256 L7, HHIANERICOW 2) Takamori, M. : Contractility and su-
Tw 2 (F, —Hi3 twitch depressant fifl 53 persensitivity to adrenaline in dystro-
twitch potentiating fE/H T 5 iz, HHIL phic muscle. J. Neurol. Neurosurg.
FISH T 2 HHEIIWT 2 v FA—Ths. Ih Psychiatry 38 : 483—492, 1975.
LNEEHL, o b= EGIITT 2 3) Takamori, M.: Nerve, muscle, and
ERIZMEERFE2NL 2L Tld w2 & serotonin. J. Neurol. Neurosurg. Psy-
PHETER LD chiatry 40 : 89—96, 1977.
4) Takamori, M., et al.: Active state
= =5 properties of denervated and immobi-
o b =51 2% myopathy LD _E lized muscle : Comparison with dystro-
ICIREIZET D ETHUE, ZDOAL =X LI phic muscle. Neurology = 28 : 603—
BMEERTFORS LAWETN322H 5 608, 1978,
= & # RYeT % : (1)presynaptic action to 5) Mawatari, S., et al. . Adenyl cyclase in
release excessive acetylcholine, (2)postsy- normal and pathologic human muscle.
haptic action to alter polarization of the Arch. Neurol. 30 :96—102, 1974,
muscle fiber membrane, (3)inhibitory effect 6) Mendell, J. R., et al. : Duchenne muscu-
on the subcellular calcium transport sys- lar dystrophy : Functional ischemia
tem and actin-myosin interaction. reproduces its characteristic lesions.
Science 172 :1143—1145, 1971,
3 ik 7) Mendell, J. R., et al. : Imipramine-sero-
1) Takamori, M,, et al. : The role of cyc- tonin induced myopathy. Neurology
lic 3, 5’~adenosine monophosphate in 26 : 968—974, 1976.
neuromuscular transmission, Arch. 8) Meltzer, H. Y. . Skeletal muscle necro-
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tal myopathy secondary to excessive
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41—45, 1974,

Douglas, W. W, et al. : Effect of ace-
tylcholine and other medullary secreta-
gogues and antagonists on the mem-
brane potential of adrenal chromaffin

cells : An analysis employing techni-
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188 : 107—120, 1967,
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30) BT A ba 74 —REDMIEOWELERIFIFE I

A MLER DTG

WFFet 71 E= )

ARMTEIE, RIS L 3 RNEREOIEILE
BIEE N ZHLICT A L2 HEY
L, Zo—5&e LC, FRFEIFFHCRMERFZLE
IZDOWTOMBEATL » 72,

Matheson ZEPAT 1974 LI A v 7 4
—IE BHDFRMERDFEFE TGO RE
PRELTUER, SHEHSRA P07 4 —4E
BEORMERFREIZ DOWT, B FEE N
ki snTEL, LL, EFICLY
FRIMERD FLEEBISE ) S (e B EBL o A8
R b2, 5F TRESNIZMEDHER L
WEHmEET 52 SR TH B, REHERE
DtEE &3, ORMENELY, OFFRER
DIEE, B L UIRMBTEELE F TomE
FEOMETH 5. @iziditmikicemiEz
EE L ARMERZ 155 3556 &, FRILERZ Melsis
BET 5540 28N 55 5,

oz FTEFEOME TLEEOEB L UG
12k ARMERZEEEACLEZH ST L, Z0ks
REFIC LT, RBLIEEBENZER % iz
Beat L 7z,

EXERF &
MmIFIEHBA 14, Duchenne Bi%; 2 2
o7 4 —HERES FH, BLCIRTE—FRH
DIEFHXBE 4L L D)~y fRMm L 7z,
RMER, 1/2 EOMPUZ, = 10 {7
TERT 2 iEliiciFiE L, 3 BIVEHRIE %%
<, B UERTIES L7z 1 % glutaraldehyde

* AT REAEFRREE 2 —
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BRPTEE L, RYn1/2anliiEs %
7 10 {8 1 % glutaraldehyde 2 & :[F L
EICR CREE L7, BlElE 30 5 6 2 BRI
BIk o/, BEEBISERT 2ERNICERSE
A 70 % glutaraldehyde # Fv~ CFAEE L 72,
BHFEIIR1ISRENS 7THEMEAFHL, K
3254 v 7 AFRICL ZHEBEEKEHN
7z,

BHEDEEERII I 370 X2 A—F—

(Knauer 1+ SNOI) T#llsE L 7z, FRIMER & &
WIE IS (700 tpm, 10 Z0[]) T BEL 72,
BlZE 3 Lz RmERIE, FZREOK TR,
2, 2-dimethoxypropan, Xk\>T 100 % ace-
tone TRi/K L 72. acetone # isoamyl aceta-
te (=& 1%, isoamyl acetate hoRiek %
plastic cover slip o iz, HiZ isoamyl
acetate Z MR KER 7 A TEB L T, BRI
5 AT - 72 (B32—HCP—2), Ion-coa-
ter (EikoIB-3) ¢ Pt—Pd # coating | 7>
& & HI—S—430 BEAEFHEE L HY
T, 0 DS 70 R Bl A IS RS 218
FU TS, BEEM2ITE -7, EHNE
SZIZHWIRAR—I % BET 5 RIS Y6
R TLEEE, EAEHREOMNILEITL -
7z,

FRMER LM T2, Bessis 520 434 i
I=fEv» echinocyte 1 LL_E, stomatocyte I LA
rEoEREREE L 2272LF%R1 TR, IE
W (discocyte) LISt & REHAEE 20 L,
FCERMERD BRE LRz, "2 025
7%, “+++7 BB X ZF509%,



w1

)
Ja

Osmotic pressure Fixation without

Occurrence of deformed RBC
Fixation after

m Osm/1 washing washing
Plasma 7.3 290
Alsever’s solution 6.0 331 + +
mememEd Lo ow ! .
1/15 M Phosphate buffer 7.4 150 4 T+
0.9 % NaCl 5.5 284 + ++++
Ringer’s solution 5.5 288 + 44+ +
1/15 M Phosphate buffer
containing 5._4% dextrose 7.4 442 +++ t+++++
1/7 M Veronal buffer 7.0 348 b4+ +

“+7” : zero to several percents, “+ + 4" . approximately 5094 and
“4+ 4+ 4+ +" : almost 10094 of RBC’s are deformed.

S b7 1 100 963V BT o)
WERT.

= 2
E1IRT L5 ICmMBAEFEICfELL 5 Al
sever iFiE & Ca®, Mg** & i s ) v EE

EaiEK (PBS(+)) HofRmBkiZIRLER

CEELASHEL, irEEELZBAICD
T REREO MBErIERHIZ LA o7z,
—7%, 1/15 MY > EE#24&#, 0.9 % NaCl,
Ringer ## 2 AV 723541213, RN EEICE
EL %40, MikEEEL 23841 b sto-
matocyte B RFEZEEATHBLL 2. Yotk
B L 23A10 % MBLL 7225, #5ic Ringer
EACTHeE L 22 35A12 100 9638 < R ImERAS
.stomatocyte B » 7 » 72, 1/15 M V) > BE4R1E
W+5.4 %7 FI7BEEROEE, RILEERE
FELAROLERICERTFRERT LD Sh -
72, B LICHRIEBIE R D &, 100 BV IR
BRRPERICc RSB L BERL . 1/7
M Veronal #2#i CIRMEZEE L 72354,
BT HFRMERS* echinocyte I, 1 &7/ L 7z,
L& L ¥eie L 7z R MERIZ IEH o discocyte %
RUL72, U ERS XDz, HkilanskEkic
LigLidfEb N3 ER TR L 2230T, Rl
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RDOBEREZRITHEF DD I EICES
TRETH S, FRBRLBARTRMLERICE
B L2 E & vkile Lo A s RMERRE T
DHRADF -~ 2K R 2855055 5. Alse-
ver #i & PBS(+) R ik REZEFZ D
HIEZ, WTFnoBELIEBICL T 72,
LA LRME4CT, 24BH2583 5 &
PBS(+) s o ki ek iz echinocyte &Y 25 870
LCHsz, D bEn#ER, #H~7- 7HEE0GH
th, Alsever iE#iAth » & b RIMEKZIED 52
HEEILISSWZ Lo 7.

% Z ¢ Alsever &R % B 8 J P Be R T
ISEH LT, 5% Duchenne BI§5 2 + v
7 4 —HEBH E 4 ZOIEFNREDOFRMBREZ
HE %, IRIMEH#IC 1 % glutaraldehyde & T
B L 22846, HEPICIFEL, 6 B,
4 °C CRE S 3 MkisSfE 2 B CEE L7235
Alz D T HERRET L 72, Alsever i

%2 Composition of Alsever’s solution

Sodium Citrate 8.0 g/l
Sodium Chloride 4.2
Dextrose 20.5
Citric Acid 0.55




%3 Percentage of abnormal erythrocytes in-Duchenne patients and controls

severity of

fixed immediately in 19

6 hours in Alsever’s

age the disease glutaraldehyde solution solution
stomatocyte  echinocyte stomatocyte  echinocyte

% % % %
Controls 18 4.2 3.2 3.2 3.6
10 2.0 3.7 4.1 1.4
9 1.5 1.8 2.7 1.1
6 8.0 5.3 13.7 3.5
Duchenne 18 8 5.9 1.1 2.2 6.8
17 8 3.1 0.1 2.6 1.1
14 8 0.6 1.5 1.9 2.6
12 5 1.1 1.0 2.3 0.7
9 5 3.9 0.4 6.8 1.3

iz 2o, 7 @BF LYV L, 72 ISR 25 Alsever il % H v 72 REIZ,

>E, bRV LA, T REET, HWED
pH I3 6.0, FEEIZH330mOsm TH 5,

ZF KR Y, Rk BE 2L echinocyte
I LI I & stomatocyte 1T Ll E# #iaHAAEEL,
xR 3ICORT. B & N O RMEKI S L
BOVH AL bLTE —t> F DRE
W2 RL 7z, L LESE ENBEHORMEK
BEMERBRICEITID LN o7z,

F fe~o %) RO ML D FRIMER % J625F
FRPMSE CEIEEL 727, B L MREDORMER
WHENZEIZ T - 72 BBHLNLh o7z,

£ £ ;

1974 fELISKRBIE £ TR EDRMERFZHER
HOHRARNAT2DIE, TNTNDITRAZIC
Lo TRBDME G EIR L > Tn/2Z &
BELFENOV EDTHDEEZLNE. T
7 b HLIRMERDILIR G, FRMIRDIE=Z D
WEREZEIL, TUrEBICLZHER
WICEEL TELNL TV L UEEED D B,

AZETlE, F IRIMMERFREIC, AEEMG
EIRBIC L AN TELRYEEL VR
MERMFE SR 2B L 72, ZORR, HK
izl LI LIRS N EERABICL, IE
HRMBRDEEF L HERE EEI T LD
B2 AL, AL EEoYP, MR

FRILER % $RME 151 B L 72354, HeilEdfs
B REI2GE,  LITZ DR T 24 BFIE
BOVWTHOBEIZL, FMERFERENH
DL nwZ -7z, ZOBEWERACT,
BB L NRBEORMERIZIE % EARRET L 22585
B, MEBICIEE 72 EIEZEBDH LN Hh -
2. ZOFRMIBLED 1 HI2ER (B) OF
4. HEE S Duchenne Bl 2 b7 4 —
FEN B LA RFORMER T, RMAEKICE
FEL7Z2LDTH 5.

Miller #2357 MERFZRE o pH K FF1E % 38
X, BHEROFMIKIZIEFBREOZNICHK
~NTC pH o ZEfb % ZT9(, REFENH
HHmMT 5 £ BRT 5, iz pH T
I3, stomatocyte BiAsHin$ % Z & %, Duch-
enne Y, Myotonic B4 2 b 07 4 —fENH
FHoFRMER (PH 6 D) IC DOV TRL .
L2 LABFZEIC 3T, pH 6.0 o Alsever i
W T, BEORMIRD IEHF 7% discocyte 7Y
#7x L, stomatocyte I # —t> FIiZF
etz BaZed s MillerfFizpH 6 o
BHEOHMEEZTRL TR WDT, HRDOEER
& WERRENE T & % s, Miller iRz
AR 2REO0EHL T3 EEZ LN
5.

F 72 1 % glutaraldehyde »5hn4 3 &, Al-
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control.

discocytes in both preparations.

sever A D EITE 13 430~450 m Osm & 7¢
N, AFRAYERSEE #7300 m Osm Lk ) &+
L7 B ARIMERDIZRERF (238D L e h -

[

F 72N BEIEE T TS o M DR ML EK
DFEREIZ BH DGR S e - 725, T DFE
Bk T3 RIMERIZIET %
W3 ETHRINS.

1974 FELIKD % K DIFFEHIC L - T, BHE
d)ﬁ’frmLfM,i:}F RGOSR ZITR T AT

ML H 2 L 2HMHEINTHBENT,
ARIMERDFEFIME & Z DIREK Z2FHNL FTETH
5.

-

”—'/ff_‘: (s f/f\ 276

415

=
A E BSR4 12 £ 5, Duchenne A!j;
PR a7 4 —EBE & IEE RS OFRMER
i ZIZBD LN hHh -7z,

B

e
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Patient
x2,000

Normal control
x2,000

Erythrocytes of a patient with Duchenne muscular dystrophy and of normal
Fixed immediately after bleeding with 19§ glutaraldehyde in
Alsever’s solution (pH6.0, 430 mOsm) ,

Note the dominance of typical

BRI BEOMM ZRMET X 5 72, [EZHF
TR IR AR SRS, IEE IS

DN E ST & o 72, HRL TR
EFATTRAECES 2 LET

p 4 7
1) Matheson, D. W. & Howland, J. L. :
Erythrocyte Deformation in Human
Muscular Dystrophy. Science 184 :
165 (1974)
Bessis, M., Weed, R.I. & Leblond, P.

F.: Red Cell Shape : Springer-Verlag,

2)

New York, Heidelberg (1973)
3) Miller, S. E., Roses, A.D. & Appel, S.
H.: Scanning Electron Microscopy
Studies in Muscular Dystrophy. Arch.

Neurol. 33:172 (1976)



31) Duchenne dystrophyoskmERIEIC 31 2 KM gjig

HOE % B

e Ak R O A
*
AT i R

(= b5 I ek
Duchenne dystrophy o) #RIERIZ D> TD
REENRBRIIEE A LN 505, FDOKRERS
i3 ghost 2> THFRTH 2. &I Tk~
FAREE L~V BT BB O HEY
KA A EEEBEL .

MNRE L UHE

*t821x Duchenne £ 8 #], RFEAEH 5B
F 8B TH B, BEIZ~ ) >3RI LaE 5
BEL CI872RILERE — DN RA B 65T T
T-72. (1) FRMmER%E 0.15 MiE{b= ) > —
10mM Tris-HCI buffer pH7.4 (A& M) T
WL, KICABEBEN TORMIKD 5 DK A
AEBRBEEREMFNCEEL 2. (IDEAEK
EPE E L TR R M3k % 360 mM sucro-
se+15mM NaCl+0.1 mM KCI (Biz#) i

NEH OIE W -
mow &

*
*

R =x

B, FERRICLTKA A > ERBELHIE
L7z, KAACEIFA ) AHBKA 4> E
t# model 93—19 iz pH ¥ — ¥ — %L, *
DENEALEX—Y L a—F—C 5ok 72,
FRIMBRAD 53 EEIZ 0 — 4 CTTFiIcBWTITY, K
A F BIEIZITCHFE[ZNICHRIMER % iF
W, BHLAPLUEL 2. 2&H0E
HICEFRRSREIR 2RI 2 I L N iELoF
AR L 72,

& 2
ABBERIZBITA2KA A EBREIIRL O
< Th -7z, WEICHERBE 1 5UR
KA AVEBRII ) —T2BATHEEL,
L%z w 3 b L OO ERZRL 72, HIE
Btk 1 5 ToiEid & (ng+SE/10* FRIMER)
IZIEH EBET 48.76+3.37, BMEEETIZ 70.

) Potassium efflux
M 100
R~ Duchenne
=~
S
EA PbAC
£ 50 Control
+
4
1% 2% 35

1 ABBEARICBIT KA 125 8E

* BHERXZFEFHE—AR
* x BEURBEERBRE L5 —
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[=2]
[~
L

Potassium efflux

&)

[a]

[s4

&

= 304 Duchenne PbAC
SN

o

E

+

X

0 Control PbAC
1% 255 3%

2 BHEMANICBIT KA A ERE

93+8.14 THIEMICIIH L L ES A LN
72, LA L 15U EEHOZEIT L 2w
WAL, 35DEERETIIZENZEN 77.8216.
20 X 77.34+£7.50 Tz 4 M), LMRIZH
L LITIZFE L WHENERTH 2§21
#2172 (PbAC (3 EEEESR).
BiGEH N CTHORRIZE 2 nin TH > 7z,

WELICEBRIIEMAE LR L 2. BER
#h 1 57 LA Tl B o)iE 8 2223 HA) ok
e otzht, DIBELIZWICENEHLNS &
JITHk D, 3TGHENEBEIZIERERET20.
41+1.95, BHHET 56.04£5.5 THIAFRHIZH
Bz, 3ol 2L a8
HLENH, WEEE LI20.1mM 77 (>
W & BB EEEA LT h o7z,

* 2=

k2 DEEFIZ & 5 &, Duchenne dystrophy
BERORMERED 5 DK A A v iFE@aidiE
WEBRLIIALICELS A LN, L in-
cubation medium |z Na, KA A > 2 HFET
DAL L v ELcAL N HRE, 2
DEALIZZERE DA 5T Na—KK> 7
D53 LIS L FAET B WHEESHER &
no 5. '

Duchenne dystrophy ##% D JRIMERD HH AL
LARMZ BT B4 F R DLW TRETD
WEDIDH D, TNLHICIIREZEETHH
HEBETIHEEFEALNE, LErLEN
L ORERDA—EUI L& TR LIRES FEIc %D

CHEETIERVWEICL D L LHES N 5.
PE - THRIMERD A 7 > BIRENZEIZ Z DIRE
FEOWE L DBED SRET 2 LEH D S
EHicBbhns,

F & ®

(1) Duchenne dystrophy £3# O FRMLEKH &
NHK A 4> efflux # incubation medi-
um iz Na, KA > 2FLEGETEEE
eWERGET & TREL 7,

(2) FRIMERA H DK A A > iE@EEIZ DTl
ST & LICBERELIEEEIFE OIS
ZE»rA LN,

X B
1) Probstfield, J. L.,Wang, Y., Arthur, H.
L. : Cation transport in Duchenne mus-
cular dystrophy erythrocytes. Proc. .
Soc. Exp. Biol. Med., vol.141, 479—
481, 1972,
Howland, J. L. : Abnormal potassium

~

2
conductance associated with genetic

muscular dystrophy. Nature, vol.251,
October 25, 724—725, 1974,

3) Shaafi, R.I, Rodan, S. B.,,Hintz, R. L.,
Jernandez, S. M.,,Rodan, G. A.: Abnorma-
lities in membrane microviscosity and
ion transport in genetic muscular dys-
trophy. Nature, vol.254, April 10, 525
—526, 1975.
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32) Foi v XBRGETHEHS AP 74 —REICBT S
HRIMERIE NS T2 s 7T T A

FE

oy
r#

3 £

T2l XPETEH R 07 4 —iE
DBRRMERIZDOWTIEL - £{b¥F LR
HEHHEINTWEY, ZbNE L HUmEk
WAL 7 LBEERZFRLTWS, I
Z HIBFED D B 728, FRIER~0 Ca**o) pas-
sive influx * ATP % i§ & ¢+ 5% efflux %
=z 12 #%E L 7. Ca-pump ATPase # block
LT Ca* i) ;AL # &4 % &, cytosol,
membrane o & TCA soluble fraction Tlx
2.5mM o medium {2 0,849 &% <, KT
B DRI HEFEREZ ch - 72, LaCli250 pkM
¢ Ca-pump ATPase # block 4 3 & Ca?**

DELN ASHIEAfFICH R, FFiC membrane

TCA soluble fraction % cytosol TCA
soluble fraction o 2 fEfiLicZx - 72, 2N TY
T2y y XOBROFMERE B E TIXH
EEI -7z, Caefflux DFEEIZMEAN
Ca** 8 L HHRIL, 1 mM B T7 7 F —Ic
FEL, TNV T 22X ENBETHERE
EixA s oz,

=] 0]

Talxy XTGEATER A 27 4 —IE
(DMD) o> & i ifnEkiz >v-C, Na*, K*
o transport %477 5 ATPase D REH, K*
o influx - efflux H T, FEERE (echino-
cyte %> spherocyte o 3hn), ZEREENIK TS
HHEENT B, —HRILBRAD A LE
LA T VBEEREAICL > TEENAREIZET

*EMAFEFRE=AR

—157—

SRR TIEETH BV, £ = ¢ DMD FRifEkiz
W LA G BES AT 2R ME-T
WhHE S A% passive  influx & Ca-pump
ATPase i x TiT X b % efflux & %
TRICEIET L Z &I L VBRETL 22,

HHERUFE

B3 DMD T 8 1% & 19 3%, X EITEIME
FIEEMO G MAREN T WEBE L AV,
BEEMBEDLDRMIZ T —TITZ\VE
—H, FE—xR, 0B TERL L.

BRI 21 B 12 1/10 vol.od~%1) > %
mZEM, 0 CITRTFERSE~ERL 2.

ARMERDHFIZKE L 72 0.16 M NaCl
5 vol.Ll k% Fv» 3 BT - 72,

influx experiment :  PEFEORMERE 2
vol.o 0 .16M NaCl, ©Ca?*, 2.5mM Ca*,
+250M LaCli;omedium|z i & &, IR
“F 12 37°C T 90 43 4] incubate 7% aliquot % H
N, & 512 4 °CT 100 Ff# incubate L T ali-
quot # Hl » 7z, aliduot ITEHIZ4CT10,
000X g, 14 oiE oz TIHER & medium %
SyEEL, ImEKix 0.16 M NaCl ¢ 3 Bl 14,
1 ml o 0.1 % saponin % jj 2 &1L X4, 17,
000X g, 3047z T ghosts & cytosol
4y 72, medium, ghosts, cytosol %
L # o TCA-soluble fraction # T i o
scintillation fluid {2z #fRS > FLv—- 3
H e —TREL .

scintillation fluid :  toluene 1000ml, triton
x-100 500ml, POP 4g, POPOP 0.1g ALk
TESLL 7.



efflux experiment | EiFEOFRMERZ,
2/3vol.o» 0.16 M choline chloride, 0.15
mM Tris-HCI (pH7.0at37C), 2xM A
23187 (gift from Lilly), 1.5~7.5mM
Ca?, *Ca*"|z it 8¢ 37°C, 244 incuba-
te #%HE 512 0.16 M choline chloride, 0.5 %
human serum albumin T 1 [, 0.16 M KCl,
0.5 % human serum albumin ¢ 2 [E]¥E#:.
Ca**# load L 7z#ciMEk% 120 mM KCl, 15
mM NaCl, 2 mM Ca?", 15mM Tris-HCl

(pH 7.4 at 37°C) ICiFE & &, STCIRETIC
incubate, #i, 24, 74r, 124ric aliquot %
RNELIZ10,000X &, 14T me-
dium X k% 478, LLF influx experiment
& [EkEL medium, ghosts, cytosol ? % TC
A-soluble fraction %48 count L 7=,

b &S

influx experiment ;| 6 pairs HFEFRZ X
1 :E2iz7R7. 13 LaCl#mmz Ze v
medium ¢ incubate L 72 # & ¢ cytosol &
membrane ¢) & TCA-soluble fraction o
Ca**pE o medium o) TCA-soluble fracti-
on D Ca’BE LD ERTERLL TH 5.
0.%% > order T DMD ¢ }BAHMICHEEZE
128D -7z, 22 LaCls % 250 kM iz T

%
Cytosol
0.4 ? DMD

0.3
1 control

0.2
Mean #

Membrane

90min + 100hr

37° 4°
Calcium Influx : washed RBC was incubated

2+' 45C32+

in 0.16M NaCl,2.5mM KC1,2.5mM Ca and

1 Calcium influx

Ca-pump ATPase # block L 723 A& # 7R
L, B 1084 & 0%+ influx 2538mmL T
1, %2 membrane o) TCA-soluble fra-
ction |z cytosol L N % { influx %58 &5 #1
72, TR TIZE LAz DMD & & i
DT b LT d > 72, '
efflux experiment : [ 3 ic—fFl%R7.

incubation (= & 1) load & #17> Ca®*{3 intra-
cellular #* 5 medium |z efflux E LT3R 5,

15
Membrane
? DMD
10 LControl
Mean +
5 S.D.
Cytosol
90min 100hr
37° + 4°
Calcium Influx : washed RBC was incubated
in 0.16M NaCl,2.5mM KC1,2.5mM ca>t,%7ca?,

and 250uM LaCl3

2 Ca-pump ATPase ) blocker >/
#4440 calcium influx

Intracellular

2 7 12
min at 37°

Calcium Efflux : Ca-loaded RBC was
incubated in 120mM KC1,15mM NaCl,2mM
ca®*,15mM Tris-HCL(pH 7.4 at 37°)

3 Calcium efflux :—#i
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Z 7N i membrane TCA-soluble fraction )
Ca’™ 3N TH - 72, medium o> Ca?*refnis
P£ & intracellular o> Ca?>* ) A 2 & 25
HL 7 Caefflux BIEIZ B~ 2o
efflux ] %€ & & intracellular o) Ca?* i g |3
AR ZRLZz, Al ZofEERLE 2
#LiZ intracellular calcium i B£ ¢4# 1 mM
Tefflux speed 27’5  —lz&T 22 & %
RLTWw3, Z#Td DMD &3t & nldic
EIBDH LN 72,

v moles/l cell/min
Calcium Efflux Speed
oe

o O oMo
@ control

Intracellular Calcium Cocentration

1
s.01 0.1 1 mmole/l cell

4 Calcium efflux speed ¥ intracellular
calcium concentration

* =

7% -5 725 T ¢l DMD & Moz
1338 6 N2 - 72, 43k DMD o) calcium
flux 12 B9 2 #4513, 1977 £ Dise & #5 Ca
uptake % 0.15 uM A23187 &b T &
EL5EGFTCRIZEL, I DMD T2
WEHEBRLZZPL ok, X3 h) 1977 4 Hods-
on ¢ Pleasure #s Ca-pump ATPase )&t
# ghost ¢#ll5E L DMD TR FIC B~ 21 %
ERALTCWAZ & ZDEEFEH MgATP (2
ME L DK 7 affinity 2H L TwizEnwS
HEYD D B, BiE o influx D13 1.59 p
moles/I cells/10 min at 37°C ¢ medium < 1
mM 7 T, 4@ LaCl; % 2 70 v calci-
um influx o cytosol DIz G L T 5.
L#*L Ca-pump ATPase % block L Tvs7r
W THE iInflux &5 5 X 9 iZ (influx—eff-
lux) 22 T2 L B2 2, BBEOHIED eff-

—159—

lux #*DMD T_ES L Twv 3 5REE SR L
A EDFRERIIENENIT LN E
5,

4 [al o efflux speed DIEIZFER D HED &
BAL—EL Twiz,

%t 34-1% protein bound calcium o &h % %
BT 2LEH S5,

g2

X 73

1) Dunn, M.J.: Red blood cell calcium
and magnecium : Effects upon sodium
and potassium transport and cellular

_morphology, Biochim. Biophys. Acta
352 : 97—116, 1974,

2) Blum, R. M. and Hoffman, J.F.: Ca-
induced K transport in human red
cells : Localization of the Ca-sensitive
site to the inside of the membrane,
Biochem. Biophys. Res. Commun.
46 : 1146—1152, 1972,

3) Weed, R. I and Chailley, B. : Calcium-
pH interactions in the production of
shape change in erythrocytes, Nouv.
Rev.Fr. Hematol. 12 :775—788, 1972,

4) Weed, R.1 et al. : Metabolic depende-
nce of red cell deformability, J. Clin.
Invest. 48 : 795—809, 1969,

5) Dise, C. A. et al. : Enhanced sensitivity
to calcium in Duchenne muscular dys-
trophy, Biochem. Biophys. Res. Com-
mun. 79 :1286—1292, 1977.

6 ) Hodson A. and Pleasure, D.: Eryth-
rocyte cation-activated adenosine tri-
phosphatases in Duchenne muscular
dystrophy, J. Neurol. Sci. 32 : 361—
369, 1977.

7) Sarkadi, B. et al.: Transport para-
meters and stoichiometry of active
calcium ion extrusion in intact human
red cells, Biochim. Biophys. Acta
464 : 93—107, 1977.



33) HFMmERNECa-ATPaselffif: M A b a7 4 —iE

WRHHE  Mm b B K

=] B

1967 4, Brown & {3 Duchenne #jf; 2> 2 F
0.7 4 —RENFKMEREE D Na-K-ATPase o
EHICREYH B E2IBHLE"Y, 20
i%, Pearson & (3= R EAMBRERFICL >
TW3Z & ERBELR2,

Znig, BYETLRAKRSLY, BELIDHR
EDAHA LN B, FREBICL > TREIR
e D, FRMEREZRLL TREPH DD,
Twod, BEHD D ETIUL, &NHpri-
mary 7c 3 Db, secondary 7 L DH, BLEE
EHRIETELS LTI,

1972 4, Nicolson & |3 /R MmMBKEEIZ "G
phospholipid X ) % V), ZoHiciEki§ 5%
B, SBIcnATFET 2 EA, WRBICHLTE
ETLEE L EHHEIEL T % & D model?
PIRRLZ (R1) %, BRI ZNHSHAT,
FRIMIRIE T—EX L 72 B & W &
L Ti3,

@ ek fE oy Na-K-ATPase o i§ {12
L&D LB TEWzDIZ, & ATPase (3 1E

OUTSIDE

INSIDE

1 Nicolson »& 71>

o * ZHRAFRBERR I —
* x BPRAFEPBEI I
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ek W M B B T M

% %

ZHEWTL THAEL T, i nBiik T,
FHERLYTR 7 ENTHBEDTIE L e,
® Na, Kn oy transfer | coupling L T
B¢ & X5 ATPase |3 ouabain (2 k - T
FAESNZHHZAT S L3N TS, ou-
abain HIEIPHEAHEHERICH b I 5L FHM
L& - T, FRIMERTIZ ouabain iz & - THH
EEN SIS TL %, Na-K-ATP-
aseDEME D KRSy A, non-specific 2y ATP-
ase ik > Tv5%.
IzH L HEFEND,
TR, o2 SEICEEL, FziS
f2 ATPase M2 ET 25 HEFHRL
<9, Duchenne # 7 ATPase iz &7z L C
REHIEDHLNDILEPICOVWTHRET 2L
TaBzZEELE |

;] %

Ifi3E 1 ml 2~,¢1) > tube j2EAL, M
A oric B BRI % B 2 RILERTG 2, AFH
Yok 3 mPk# L, kT 20 mM histidine-
Imidazole-Tris-buffer (pH 7.2) #/z % &,
i & KA, O TIRIEES RS T
{72951, freezing-thawing MigfE% 3 [@
WED SR L CHEBERENRE E Lz, RKTO.
2 mM EDTA # &t 3thistidine-Imidazole-
Tris-buffer Tk % < D& L T, Hbod ENiH
2Bl R R E E LTERL .

ATPase o) assay system {={%, ATP-Tris
3mM, MgCl, 3mM, NaCl 8o mM, KCl15
mM, CaCl, 0.1mM, Ziic 20mM histi-
dine-Imidazole-Tris- buffer » sample %/



ZTCtotal 1 ml (pH7.2) &L, 37C, 1
ffl incubate L C #2834 % 1) > B % Fiske-
Subbarrow Iz L - THRIE L T, &
%R 72,

B2 DADRE & F i freezing-
thawing % 3 [Al< V3R L 72 ikHT D CiEE
% H~TAh7: (F 1), assaysystem |=|3
Na, K, Mg, Ca & &ThAf x> %Mz T
20T, ZOftlt total ATPase ¢ #F5R1L T
W %25, freezing-thawing iz & - ¢, &MHE
2 8.9fFiIcE ML, HIOHIHTTHIL
2k icHiciEmnA ¢ K Tl ATP-
ase DIGEMEEIZ RS T L, FoEEFRLI
mask 2N T3 b LEMEN S,

%1 Effects of freezing-thawing on total
ATPase activities
(hemplyzed red blood cells)

no freezing 1 1.5
2 1.0} (1.0)
3 0.6
freezing 1 9.1
2 8.9} (8.9)
3 8.1

u moles ATP hydrolyzed/hr/ml

kiz freezing-thawing (= & - CiEMEH H
HWERT HERIIMICENL N2 E2HET L TA
7z (% 2).

frozen & ¢ 7z {54l % non-frozen 7%t
it TEl - 724812 100 23T 5, DF ) ZnfE
T, freezing-thawing X -4--CiEMEMEIC B8
25 2 21T UL 100 ISIRVEASTT L 513

‘% 2 Effects of freezing-thawing on cell
membrane enzymes

activities
frozen/non-frozen X 100

aldolase 99— 103
acetylcholine esterase 96— 109
total ATPase 879—1183

TH oY, BEORMZBET S L En3al
dolase % Lehninger $k¥C, BEosMilic B
4 5% & X5 acetylcholine esterase # Ell-
man FEVITHE L THRETL TA 5% &, WmHid
WA LH100IiEVEZ IR L 72, Lo LATP-
ase | 879—1183 L FHBHIC EA L 722 T,
ATPase o) 47¢, freezing-thawing |z k - ¢
EHEIC ERYL 268N b0 EEZ LN
5,

M Eizv>§41 L hemolysate i2 k% A% T
& o125, TNHFREDOIM A 5 ATPase % il
ELTWBZ iz bny, F72 Mg-ATP-
ase, Na-K-Mg-ATPase, # % vz Ca-Mg-
ATPase » DBIRIZ & ) > T2 24
FFLTAL, iz b Lowry #1902 k 5
THIEL-EZEARETH > 2B E LTER
LTvw3% (% 3)2% total ATPase T4 2% &,
k2 hemolysate sREHC Ho~38 13 4% 12
WMEEN T3,

% 3 ATPase activities of the frozen
hemolysate and membranes

activities
hemolysate membrane

ATP 8 35
ATP, Mg 33 289
ATP, Mg, Na 36 328
ATP, Mg, K 35 325
ATP, Na, K 11 35
ATP, Mg, Na, K 36 373
ATP, Mg, Ca 43 416
ATP, Mg, Na,

K, Ca 46 607

n moles ATP hydrolyzed/hr/mg protein

hemolysate iz ATP oz %z 724 T
138, iz Mg %#/mz % & 33, Na, K, Mg
*/mz % & 36, Ca, Mg #/inz % & 43, metal
Nz 5 & 46 LIGETEMEIZEIML Tw 5
B, TS DAF 23T B Hilo) response
IFEREHZ DV T L2 5 115 7 T hemoly-
sate |IZ DOV T ORI TN X O E
TELTWELDEEZ T,

—161—



& = A ¢ Duchenne it o) ATPase T % 3%

(R 4)%%, PHE%* 2% &, Duchenne £+
369, AT 462, BEHATIT8 DA R 2.
KBOEIZEL, BRIMEHES & > T3,
#% 4 Total ATPase activities (Duchenne

type) AODgs0/60min
No. patients fathers mothers
1) 346 493 282
2) (435) (452) (282)
(476)
3) 380 497 440
4) S / 431
5) 333 427 318
6) 345 / 523
7) 304 e 424
8) 379 444 379
9) 328 329
average 369 462 378
(345) (465) (390)

ZIZTRD2ENVMEIZL B LD EFZ
5., BLIEIEBBRHLEMEEZRL W28 THD
B, ZoBE, BRROEDEWNE - T3
DKL, BHICIZAE L NTVXHEDHS
NBDT, B ClE stroma |2 & F N A7,
B x5 Zanho activator (2 L - TESME
iz TwaZ I NS,

HB2OMTHEH, ( )TRLIZBRNR
BBITIE, KB EI1TFL EIRED S N7z,
ZDEE, AFEFIHSFR I L T Duchenne &4 ¢
BN, BHTBITH 5D DRETHEICL
HEubNrEZ T,

=% )

Duchenne & o) R BRI 28 HRED & 1L
12T EHEIIBRESEDLNE D, X,
DEAED £\,

FNDI2D, BAEA—EOBEE 2 FITL ¢,
# L\» ATPase it RIsE L £ 5L 2R
& - T Duchenne fp 2 2 b 27 4 —fEDFR
MERFED R DFELZ R L TAHZ,

ZOER, BRLEESO/NETLH L

FERRENEY & - T2 N T, primary 2,
secondary {3 W ABH T & 5 A%, Duchenne
Ao hemolysate o) ATPase, 2 \v»Tix, FN0
fE ATPase i&§EICRE VW HET LN EH
z5.

X R
1) Brown, H. D., Chattopadhyay, S. K. and
Patel, A. B. : Erythrocyte abnormality in
human myopathy. Science, 157 : 1577,
1967.

2) Peter, J. B.,, Worsfold, M. and Pearson, C.
M. : Erythrocyte ghost adenosine triphos-
phatase(ATPase) in Duchenne dystrophy.
J. Lab. Clin. Med., 74 : 103, 1969,

3) Araki, S. and Mawatari, S.: Quabain and

erythrocyte-ghost adenosine triphospha-
tase. Arch. Neurol,, 24 : 187, 1971.

4) Mawatari, S., Schonberg, M. and Olarte,
M. : Biochemical abnormalities of eryth-
rocyte membranes in Duchenne dystro-
phy. Arch. Neurol.,, 33: 489, 1976.

5) Steck, T. L. : The organization of pro-

teins in the human red blood cell membra-

ne. J. Cell Biol, 62:1, 1974,

Ueda, K., Lawrence, P. J. and Tyler, F. H.:

A rapid and convenient assay for the total

6

~

membranous ATPase content of red blood
cell hemolysates. in press

Fiske, C. H. and Subbarow, Y. : The
colorimetric determination of phosphorus.
J. Biol. Chem., 66 : 375, 1925,

Sibley, J. A. and Lehninger, A. L. : Determi
nation of aldolase in animal tissues. J. Biol.
‘Chem., 177 : 859, 1949,

Ellman, G. L., Courtney, K. D., Andres, V.
and Fleatherstone, R. M. : A new and

7

~

8

~

9

~

rapid colorimetric determination of ace-
tylcholinesterase activity. Biochem. Phar-
macol.,, 7: 88, 1961,

10) Lowry, O. H., Rosebrough, N. J., Farr, A.

=

L. and Randall, R. J. : Protein measure-
ment with the Folin phenol reagent. J.
Biol. Chem., 193 : 265, 1951,
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34) Duchenne®EI T X b a7 4 —REDOHIMERATP

R H DHELE 3 KR

Lo

Duchenne #if5 2> 2 + v 7 4 —f (DMD)
2B 5 RMIRDTE=Z D REOHE N IC
{x, adenosine triphosphate (ATP) X &4
2B DH B L DA LS, 5 218, ATPase?,
adenylate cyclase®, % I (f protein kinase?
12 ATP 2388 - ¢ 5E:5% TH 1), adenine?
12 ATP mEIEBWH TH 5, & 512 ATP |3
RIMERDTZEED & L BRI, 2 HNDZ &
776, DMD iz Bv-TiZ, RiMEko ATP g

BRZDEIBICEE YD 2 WREHEIZE 2 5
nad, L7225-T, #FIkix DMD 5 ifn 8k o
ATP 2% HIEL, &b TRAIKIZEWT
IME—DATPHEELERTH 5 iEeEa (gly-
colysis) DBRMEMTH B IBH=& D AE
L7z, 3561z, 2hs ATP B L orsligicxt§
27 FIHE, IToNA4>, TerT s u—n
DB EBETL 72,

XRE L CHE

DMD oxt#8 & L ¢, DMD #i# > Ftizkic
ABEHh o, R4 EEE B VE RS B %8
U, Mkl DMD %35 & EH, REEZICHRIn
L, RABFIELEH, FEDCSI28%Mmn
L, & ICREBFICHEEOME S & ORIE 24T
-7z, Zb M —ER»H & Coulter Coun-
ter Model S #{#/H L CEHFRMEREH 7 &

(MCV, MCH, MCHC) 3 #l%L 7=.

i % 5r#E %, FRImERIZ 120 mM NaCl, 5
mM KCI, 2 mM MgCl %4 47530 mM

* AWM IRAPRBEREL 2 —
* kAR EZBHEAR

* %
® B & £ 2 &5

* %
FEHER

. Trs-HCI (pH 7.4) T 3 mikis L2274,

FHERUS, ~< b 27w MEAHI40 %L % 5 &
JICHIFEL 2, RIBEE28480E, win
b 37C, 2HEHITC, HB/IcLk->TC5 mM 7 F
THE 0.1IM 7L > BBz 1 mM 7o
77/ u—)EM2 i, KIERREN 0.6 N
BEEE IR X, ATP B & UrsLERIZ~
— )= L HBOBEX Y F &
ERH L THIZEL 72

& £

fiE CPK i DMD ##& iz, T d
il Twizsdt, SETIIEXCIEEHBE T
H oz, MiF7 FoyEEI: DMD & xdEaEe
DN D T - 72,

FRMERD ATP B8 & LBt &3 DMD &
FI SRR IR & DRI EEY L - 72,
L2 L, AL T4 (DMD 3 & UrEHER
M) CRIciIZErD ), FHIEHTH -2
(%1). 37C, 2®Ef]o> KNG (incubation)
T, ARiMER ATP 1234 L, SR L 72
2%, 5mM7 F o Z L 72 b oiz, ATPi
13 A RS, LB S HictEmL 722,
T4 i ATP i (HH]) B & U3LEE
DEMOBEMER S lGl Lz, Tu 7S
28—, TT N, v e s L,
REMIZERLZZ, L2L, wFicBnwT
b, FEFEBSEEFEL DMD & oRICIZAEZ
Bl o7z (R2, £3).

PR ER (MCV) 3 & USEHR ek
~t7 vt (MCH) izw<T%, DMD &
[FIEMI IR ORI EZS kb - 2P, F

—163—



%1 RMuske ATP (¢ moles/gHb)

DMD FHExtER 1 AR
A #% 10 12 7
xS 4 11.2+4.5 11.5+3.2 36.7%8.0
ATP
(P#+S. D.) 3.92+0.16 3.98+0.16 3.28+0.14%

¥ F4t (DMD & L o FidiE) S BADFEZE (p<0.01)

#£2 DMDEMBEEFOIROKIG (37C, 28M) Bi#OATPIE
’ (u moles/gHb, F#j+SE.)

D M D (96)) FtxrtE (7 B1)
|2 T 1| 4.08+0.16 3.86%+0.18
7 om #

@ ¥ ¥ 5 #H O
£ #® O 2.60%0.13 2.68+0.12
1 mM propranolol 32 2.13+0.08 1.96+0.15
0.1mM ouabain ) 3.22%0.15 3.27+0.12
() 5m Mi:& 5 HEEH
® 0w B 3.62+0.14 3.65%0.15
1 mM propranolol ) 3.30%0.12 3.23%0.13
0.1 mM ouabain &) 3.96+0.10 3.86+0.16
%3 DMD rMREZFRMLIKROKIEG (37C, 2FH) HIENFUEEHE
(¢ moles/gHb, ¥#j+S. E)

D M D (98)) FHEE (7 61)
- R U 4.23+0.27 - 4.45+0.36
B s 1%

@ Xk ¥ 5 W 6
E3 L] - 10.86%+0.53 11.51+0.67
1 mM propranolol 32) 11.37%0.55 12.014+0.67
0.1 mM ouabain 32] 10.07x0.51 10.76+0.66
() 5mMu:r & J ¥EH
3 Hy e 15.69+0.31 16.13+0.72
1 mM propranolol ) 18.89+0.45 19.53%0.61
0.1 mM ouabain S9] 13.14+0.29 13.60x0.67
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&4 DMD iz 81T 5 FHRMREFES & CUFERMR~E S0 >

At | et MCV(f)  MCH(®) (g
DMD 11 10.8+4.5 83.5+3.1 27.9+1.2 33.2%+0.5
FHETER 11 11.6+3.3 84.3%+2.7 27.9%x1.3 33.0+0.9
B AR 7 36.6%8.0 90.6+2.4* 30.7+0.8* 33.8+0.9

#* Fgt (DMD & L s FHI) S RAENHFEE (<0.001)

frERABYE LI MCV, MCH Iz f
JBEIGH-12 (RL).

% =

Af7eid, DMD & Ffizkic ABEHh o EH,
FIERbHRBEE 2, M B, FEEERICHRMmL,
FEIEHCAEE 5 L MRE L /R 2 L 2 3
DTHDB, LIL%drs, fjlnek ATP B kv
FLRoSEICh, 7V, T of BV
7a7Z /a—nNDfEHIZBWTYL, DMD
ERIERIRBE: OICIZAEE LD >
- 72 RIEnFE R, Fiff @) Danon 5 90 4
ER 5> TW5B, #5113, DMD iz Witk
MERD ATP @A%<, 7 FosEiimiciir
LIEEDEENGEHEL TS, ZDF
FEDERIZTEE TH 5 5%, Danon &34 HREE
p Al DMD & EH, FEFCIZFRL Tvw
L,

0.1mM 77,354 >3, DMD ko A
TP OB L UFLEEOEELZIHIL, L
LMBHEEEZRD UL 72, DI I,
DMD oiRmEkEE (ghost) (= 351+ 2 Na*+K+
ATPase (277 7,34 233 5 RIGTEHSIE
BERLDEVIZELOPELIIFIBEL T
3. ZOFEOHEL BHEW S A TIE WAy,
AR TIE, BETldie TR RMERE v
2L THDH, ROFKEDERIZIZ, Erx o
ANEWIEMED ML Y, ZOEHENTENZE
&, DMD 3B mfffizidzE=s 40 57
REtEIR T E K v,

FLitn#E (2, DMD #Rimekiz 3517 2 ATP
BEBLUATP ot L INHICIE, Xl

LELWRRARFEEI LW L2 RLTW
5. L»L, BRAEFEEDEICIZ, WD
DL H e FehiH ), DMD RIMERDBHFZE
IZBWTIEIHNBERFEOBIR & T oMk sz
BEEBZ2ETEIEA2RLTWS,

X Bk

1) Brown, H. D., Chattopadhyay, S. K. et
al. : Erythrocyte abnormality in hu-
man myopathy. Science 157: 1577,
1967,

2) Roses, A.D., Herbstreich, M. H. et
al. : Membrane protein kinase altera-
tion in Duchenne muscular dystrophy.
Nature 254 : 350, 1975,

3) Mawatari, S., Schonberg, M. et al.:
Biochemical abnormalities of erythro-
cyte membranes in Duchenne muscular
dystrophy ; ATPase and adenyl cycla-
se. Arch. Neurol. 33:489, 1976.

4) Solomons, C.C., Ringel, S.P. et al. :
Abnormal adenine metabolism of ery-
throcyte in Duchenne muscular dystro-
phy. Nature 268 :55, 1977.

5) Matheson, D. W., Howland, J. L. : Ery-
throcyte deformation in human mus-
cular dystrophy. Science 184 : 165,
1974,

6) Danon, M. J., Marshall, W.E., et al. :
Erythrocyte metabolism in muscular
dystrophy. Arch. Neurol. 35 : 592,
1978,
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) Fas vy X8> X bu74 —ERESE
DHFRIMERT T =V — b Y4 7V —XIGE
EUHIZIZBITBHLWRA

.
=}
1R]

H R o
B W AT

e 18

TFalerXRHs 2 a7 44— (DMD)
DREFBOBRBIIIBEEZWICERS CTEETH
5. #€k, miE CPK, LDH,, .LEX, HE
X, E=RGOMBEPPEAARK, RILERED
BiEzit, Y »o<zkod cap TEEK, /17 A b,
EBNA Y7 LDEIEL EHXFDHBYIZHW S
NTw 3, 51 FEE L IIAREDFRMERED T
T=L—tH A 7v—2 (AC) DEBENE
i zeAx 70> (E) 2349 % KIEHIET
ZHEL, BHTLRBEOMEmIH B &k
T3, RERREDEE L EARFETH
Y ZzTix, "C—ATP %23 &+ L7z AC
DFLVAEERERRL, Tt TREA
HRUIEE T RMmERIC DWW HeEitrat L
ITeHRER A HMET S, FoBEBR L 72 Radio-
immunoassay (RIA) EVTNDT e F I
(bR UT L S F 0%y Fih & #ll it 72 AC )
PEFELBNT S,

TR L UHE
8 ZNRKE L REMNIET H 8 & 2k
L7z, RMERZ T X2+ 7 ETHEEL, 10
mM | ) 2EEEAR T (pPH7.4), 1 mM
NaCl, 1 mM MgCl,, 1 mM o5+ 2L A
P ATELEELZDDERAW, ACo

* WERPRFBHE=AH
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BRE M,
DHC—ATP 2\ 3 Hik
b AIERRAREW 40mM, pH7

MgCl, 10 mM

cAMP 1 mM

TA74) > 5 mM

8§ —“C—ATP 0.5mM(1 xCi, X
W 29.2mCi/m
mol)

7V T I KRR 20 mM

ZVvTFrEF—+ 100G/ml

FRIMER T — 2 b 0.3~0.65mg (50
yay

£ 150 ul %, 37°C, 20574 > X =
~—FL, 8 mMcAMP50ul N2 EH
12 100C T3 mMAEMBLEKLL, EiFN—
ERE TERDY T LIZHIT 5,
2) 7L 39, Dowex 1 X 8 eI A 5 L.
0.88DTNEFHT2L(0.5X4 cm) 2K
S EiE 2 RE &2 0.06 M o | 1) 2 igER
R (PH 7.5) 10 ml TEH L, BHE%E
E T o H AR TF#1{k L 72 Dowex
1 X 8 (200~400 # v =, 0.5X 3 cm)
ICBEESE2, TLIFHTL%2ETL,
smlnzkiEKkcDowex 1 X8 hH T A
WS, Fi20.05 N s 10 ml TiE
%, 2 N 3 ~ 4 ml TcAMP % &



B35, —#EMRL T 265 pm TIRIGE
ZWEL, BEAo> cAMP A9 & s L <@
IN#E2HBET 5, o—ffz@L s > F
v—=3 3> # 7 7 (B 213 modified Tri-
tosol Ze &) LB LA > Fr— 3> %
Vg —T 10 SR 5,
3)RIA (= & 5 Kk

ki “C—ATP #Hwv 350 cAM
P, 7474 ) > %K% 0.25mM kg <
2R T EHAWS, YC—ATP NI 1
mM o ATP # F\v£% & 200 ul T 37°C,
054 X a2~x—FL, 100C T35
HBT S, EEL EFEEZTEFibL, T
U3 FICikaE &4, pH 6.2 o 50 mM B
g cist L RIA 24T - 72, 83 50z
ST E.

FRMEREHEH BT Lowry 3 THRIZE L
7z,

= 2

*H—cAMP %z fl W TH# A5 7 2o [
25T 2 L 95.310.9 % (P 1EEEE,
M 5) THRBEICE NEHELARREE D
L AL, BBOEREHITER Nz, AC
DI 30 TSRS EARMICEM L 72, IKEA
HEIIBBELAZ0.1~0.45mg/REEOHTC
AMP =g & HBIL 72, % T ikl
F—> BB TREFT 5 &, 0.05 M
M) RIRFEERIEW ERBARIZEINT T >
Y, TT=rDFRTCEeREX Y Frak
WarEHEd N, 0.05 N DI L i) o
ERXVF e 2 oHBEHREND I &
LI o7z, ZHOFEIZE) §—1C—
ATP % A wv T4 B MIEA100~140 cpm &
70 D) Bk in & {KiGEED AC L BIEWTHE
hoiz, TOFEZHACTRAZELZIEEAD
FRiER AC ) FEEEMEME IS 1.3840.24 pmo-
le/mg ZEF1/20 57 (P AZH#EERE), 1V 7
o7 L /—n (0.1mM) FFfETF T1.49+0.
44, NaF (10 mM) F#¥ETF ¢ 57.211£10.64,
RRFZFD AC I3 ZFNF1 3.14+0.43, 2.94%

0.58, 66.70£8.58 TH V), FHENIEBEESIEME
ITHE (p<0.01) 1255 <, paired test T1
P<0.05 THETH» 72, REFHSH, MmiF
CPK & AC 0N AHBIIZRE &5 H T b - 7=,
3D RIAIZ & 2 5 8:7T 105 pl o RSz 3t
LEsRT L 3 % 150 mg~300 mg Fiv: 5 &
ATP i3 98.8 %L EWEH & W°H—cAMP o)
BUER L 84.6 %L ECRIFTH » 72, Z DIk
Ak & T2 F b E A2 RIA THDH T
RO\ 10" mole + — 7 —HcAMPo)
BIESWHEE 2D, Tz AvCRLEKED
ACEMEDAIED & D IEFEICAT XA 22 L 512
o7z,

& k5

b FRMERIED ACIEER U ZD AT a5
I VRGO H I F DS TERWIEEN 7=
DIZTEL2 R I N=H?, Kaiser 512k - T
FEDFIEDTED HNI2Y, > TEDBIEIZ I
EREHORREMEIERING, BEEH
Wb LT v B 5 23 Solomon & o F i
T, a—¥P—ATP # v a i 7<=
HY¥EZFHL < Dowex 50 (OH) 73+
T L AVTERL 2¥P—cAMP # & H
T3 LDTH 5B, PP—ATP o AF, Buithe
WENGHHE, FHHBRELCICHE»DH B, 2
ZTIEN—T 4 L FE L <“C—ATP %
EEICHYW 2 FEEZHAREL Bk Fic e
RXFFLDIBAZET HHEE2HTER
bl 7=,

ez ixdeic DMD o AC iFtEn R %
WEL2Y, BiEL LB ACH EICHYT 3
BOGET 2 35 L7, EICARE DR MERE AC
DIEBEEED LS Elcxt§ 5 KIB KT 2481
HL 22D ZoEERoRnEkD AC iFHNE
WIEHIEASH ), Eix L Tz —ENME@H A
LN WEREATEBEL T3, Ly LERESE
GHRPRERIL E DB THTH D, 2
TRINsGDZE2ML iz LEREHRED
By ACEEIAGWIR 2 2 EH 2L R
LNFEREIR2. Elord s knsk AC oK
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ISIRIEEE TLHRTH ) (CRER) BERE
ICRET 2D TN B,

DMD £ H#Z kinik AC o) EREHA
WZ & iZ DMD BN Z LIGENFTR TH
N EGBIRE S EEE NS A, DMD ogRin
kg ATPase 54 A ML iER 2L 0 4T
HEEINDLZE®E2 5 LY, LEROFRIZD
WT L ZOBRIZMETH STk b v,
paired test TP <0.05 D ERBETHREEZD
HIEHTRE L DAEREAR2 DY, BICFHRLK
IEAREINT, ZUHFANEKSZ &Y
F Lv, REESH, miFH CPK & AC g
2L BICHER 2B L THET 2 K/t bh
5,

= il

UC—ATP #3835 ACHEHRIEE T
NIFoRyFEEGd 7 bR EEE
RIA #477% 5 AC It BlESR 2R L 7.
Bi& % v ¢ DMD o £ H&E Rk AC
*FERRECREL, AREFED AC HEEEH
FEICHEZEZRBLA, RERRENE
EHRETL 72,

X 7
1) Mawatari, S., Schonberg, M., Olarte
M. : Biochemical abnormalities of ery-
throcyte membranes in Duchenne dys-
trophy. Arch. Neurol. 33 : 489—493,
1976.
2) Sheppard, H., Burghardt, C.: Adeny-
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cytes of several mammalian species.
Biochem. Pharmacol. 18 : 2576—
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Occurrence of adenylate cyclase acti-
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29 1 115—122, 1974.
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assay. Anal. Biochem. 58 :541—
548, 1974.
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1973.
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Adenylate cyclase in Duchenne and
Fukuyama Type muscular dystrophy.
Kobe J. Med. Sci. 24 : 193—198, 1978.
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30 : 96—102, 1974,
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36) Myotonic dystrophyic3i; 3 1) S IRBREHICDOWT

WO WH—ER

WEGhE P MW #

152

HEITEH S A P e 7 — R EEREEY 2
P74 —IEDFERIIRIZAHTD 555, £
VT, BAERMERD R, R EDOFES
WESNTLR, ThesEBRICBIT2EH5MY
KEROEHIMES N T B,

FIRT Z N5 0 B o KA B MLER % TEEER
HEPRgIC ST L 72, BSR4
—RERE ) oERNIC, B, BERo%E
bERET 28 3 o) > RS2 40T
REL7ZzDTHET 2., EhicEkEoREE
B THhsd a1 2T a— LS ERLER], 20,
25—Diazacholesterol (DAC »B%) ir5iz
&Y< b, drug-induced myotonia % %
Bl L2 2d5, IO TORMIML) > e
KW E t DfEGI & Bl 3 = ) > S
DHHEBREL 2D TELE THET 3.

Xt b I H K

BRRES R M AT 4 —JE [ BFE L 2HER
I3 12 5% 13 71, fEibiT 16 L‘%&ﬁ" 551wk E T,
ALEI BT, 43 - & D L 72 @fERE1%
ZRAHIz, EERE LEFMREBETIS P =
THREHVGBESL2TH Y, HEMEZMEITL A 10
Fl4-)ic myotonic discharge # M2 L 7>, *
725 WEERIRRER % HEAT L 1972 8 FEFI LB
{7 & DN WRE DA LN, 72 MRS
a7 >, ¥z I1gG ni&fti % 5 EFNZER
7z, B E L TREESE S FIoofl, AT

* KR AFEFHBE=AF

WO e M K B OB %

Z ka7 4 —4%E Duchenne %! 2 {5, Fg#5%y 7
B, ERERERERE (Thomsen) 1 #iz-Dw»
THRBL 72,

Drug-induced myotonia : Wister A%t
Z v b, 1KHE 230~280 £z DAC(G.D. Sear-
le & Co. L ) f£5) 10 mg/kg/day. (—&ko» 5
v MI2ix 338%#% X n DAC 40 mg/kg/day (=
Wa) 2 EMEPICES- L 72, 138412 Nembu-

© tal fkE: (Nembutal Sodium 20 mg/kg, &

W) TICHHEREZMTL, REIRE D RO
AT 7z,

EIEREMESLICIE, ~- %) iRk, 7
XRFTIcTHMERZFHEL, 2% GAE
E 4558, 1% 0s04%EE 1 Bk LA s
S —IVRISTBKL, =R G E24T- 72,
TBVWTFAOBERL, Hik, HBiZEL2EN K
L free cell mAREETIRIEE AT - 72, EEMER X
7 7 F—XRKIk: Gomori oy Fgiz #1072,

& 2

HERMES R bR T 4 —4E 136 7 41
DRAGILY) > 2 <BRNIC FH I =) > RERS Y
WALz, BIEEROB L L EFINY) >
SNERICIETESHEEIC A L N, IE BB o
EATER O 2 b a7 4 —4E, R EEE
TR IO 2 =) > HEEmIE A L N ey
- 72,

BEI ) UHEEYO Z CI3MIE RIS
WEEL THETHHICRZ 5. L LSy
L) REBEMEBET R L, FO—ERIZ
HEONIHFET M/ T CEEL T 3
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ZEHL L 5T, 1 (A /N AR &
DB EIRT I ) CREEEERL Tw
% . density o5 B (3 parallel  tubular
array X IHFN A HEE AR L, ZALZIE®R XY
%UmeuéAknéémf%é.EZa
X, PR RN & s, —E oK
e EA I ) CMEEEwERT. 2
#1% secondary lysosome *# 2 5115, %
¥ parallel tubular array Of#i % <3 §8
KO, /B v 2 =) ARSI A 5115
A5, THSIFBUCPHENTE ST, MIgRH
Hc s L CHEET . 2 blx, lysosome
o marker enzyme Th LEMER A7 7 ¥ —
YRIGEML 72 > oERZ "L T b, UG
Wy % B2 35 3 5 7200, Ur et 4 2475
T 5 D TEIRIC density i)*‘{ﬁ:w, ,l:ﬁ%t: 3
) CRREEY 2 E DRI BOG & & ¢

7% lysosomal nature T#H % Z &
5.

LLbEoir iz 3 =) »BEREE A # D 12
1%, lysosome NIz & 1) = F i, &5 GE%E
FFBETHH ) I EEREL TS, KIEY
CoSERICA L L T 1) CRREE A, Mg
NEL R K 1) Bl 41 C lysosome N “6‘7)’7}‘@,?6:
E L —HE0EfE L L TAEA, 3 DKEN
DEEBREAE 2 Lz, T b b, /K
R L ) BEfFOBR L) TE I >
e A, EER L O U Y B S AR IS
WEBETY 2 70 D) &0 2 (% lysosome N2 & 1)
CENTREND LV HMETH L. TR
A I ) RSO, AIED Y
S oSERIC BT RO RE # iR R L T
5.

T Y > kEREE Y, GA BEERF o N1 pE

L Tw

K1 HEEMEC2Io 74 —ERBEN) > EK

HLE/ IR & DB % Ry B 3

) REEEY (RED)

X 32,000
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2 [HEREHENY > <ER

(a) secondary lysosome * B2 ERNICH B I 1)) > BEEEY (D) L MinkE

BWICHERL TWwWa I3 »BREEY (A)

X27,500

OEERZ7 72— RIG. ) CREEWE AN ER (KH) 2RI Z5

na.

K3 [REEERFENY > SERNOEFE I =) »
BEWDER, SffafE (KH).

X26,000

e L THELBE I EIZEAMDEETH S,
L2L, REEFEES L vaio e85 %
free cell DIRIETIT-> T %4, ZDREL A
TEMIMBTIZES AL w, 512/
P2 G2 Y 2Bk AT pEMAE
v E ENTW B GA, 08O, [6] I & [H 58
BEEBL, RED I ) > HEEWY, AL
FEMI T2 2 & R FERRL TV 5,

e, AFED) o SERUS BRI (3 BE
H LN -T2,

Drug-induced myotonia : #¢5-Bi44 3 ~ 4
JE%%|2 insertion voltage MIEEAS, # | T 5
JHZIZIZETH T MZE 4 I2RTERIC my-
otonic discharge 7HH & 2 |2 Bi%E X 4172,
5 a |3#5-BME 5 %N v oEREZIRT. b

—]Z1—



20, 25-Diazacholesterol Cholesterol

chy chy
CHy
SN N o

E:
o
E:

HO HO’

10mg of 20, 25-Diazacholesterol/kg of b.w./day intraperitoneally to rats

‘ H
?\W{.H ‘JWM.I i edad el
ks J o
- i 3

. —

5004V L___
100 msec.

Prolongation of the insertion voltage with myotonic discharge after 5 weeks
of the treatment

R4 20, 25-Diazacholesterol ##5- +» F D&

5 (a)20, 25-Diazacholesterol #5-7 » F ») > »<ERN I = 1) »kRfEES X 26,000
(b)[E AT ER 9 zebra body K& % 28,500
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FOIER IR T ) RS 2 RR
L, TNLIEMNEBZ Y B L URERE 458
BETIRREH LN L, -7z, B5 bixRERH
15 5 BB DIFHRERE RT AT, Wb W3 zebra
body #DFHRIEES A Lz, & F DEFIT
IFWFPERICRE S A LNT, P DREFED
BwERLL.

=z ES

BESRIES 2 b v 7 4 —EIRFRER M
%L DRI RE NS LN D R REBT
HbH., FIEDRIBFERE & L T MFE v-
globulin {Ef#iA* &k < fH T2, y-globu-
lin o FHEY, 1gG DAEBITEYH5EEN
SNT32, ZTOREIITHTH S, ik
DEEIT, RIEEICHEWT, BER XV A F
%> Salmonella typhi H antigen |2 x}3 2 %
RO PUAEEROKTA R I N0, T
3 2 SERDERADRE L BET 500 LM
N,

1972 4, Singer » Nicolson iz & Y {fajE
#1& 12 B L ¢ fluid mosaic model #7218 %
NTLIK, MIaEaae & e & DA
H3 N T35 ZFIEY > SEROMILE D F
BRI DWTIZER B B2 L 2 A TH B, Zh
ICBIL T, BEARRERME) > ERO ML -
N 7 ¥ —o> capping BLE # 2 72 i 859
AN, IEHY o EREENFENE SN
T3, —HETHER Y X o7 4 —ETIT,
WFNDEITY, F72fR£E#HIC & capping Bl
ROET A L1, MO REHISTRES 1L
T35, FIAD'AMERZ2 e BT L -
TR Y 2 F a7 4 —fEl3, Duchenne %!
2B, BOHRL 76 BIEII 2 vas, T
TIEREI A LT, BRRENH AL,
BESRES R b w7 4 —1F & #ATIHEH O = b
O74—fEL TIERT>TW5,

DAC (H4) iza2vaFu— ook
TAERATO—NOERETIREL, v
ATa—)iZ TFTiFs72%H, B2 252 —
IVERBICHER SN, BHERHE LTI A}

=THR, BREFoOMBrabni. eE
Bi2Ty, 3A =T, BREERZBZ TR
b FHEREC A P07 4 —ENETINLEL
THFIRIN TS, RIEoRERIZ, I+ =
TOMBEFATL T, Kifgm) > -8RIz, b
FOREFU AN ZE LA L H S 2 & 2R
L, & FDEGITHY > sk FIEERIZEL
2, BHIRTIA =T 2BILTW3EME
—DBRHIEE L T3 2 & 2 R%EL T
5. b FofEFIE RN, FPERIC L (LD
b N7z HE, R - (LAY & BRICEE
WENTv5 L 51z, DAC-induced myoto-
nia & b FHBREES R0 T 4 —EDT, L
FTLLEL E—RETE I E%2RL T
5THDI.

Drug-induced myotonia % 3 = 3 3 #| &
L Tix, DAC o figiz Triparanol, Chlorogq-
uine, Clofibrate % »*#fi#5 & LT\ 3 Bk
BEiz Triparanol, Chloroquine # 5« k{242
545z kickn, kigmY >ogkic s o
RSO, R EROERELE X 72
FTIEERELL). 2T IAI=T &Y
>oSERN L ) S EREEY o 1315, DAC #%
EDBIROENLBRTII LW L FE 2 S
5,

& B

(WFFSESRE A v 7 4 —HE 13614 7 )
DRI Y > 7 ERPIIZ BH 3 1) > BEREEY
ZEBD 2, HEATER 2 A b v 7 4 —iE Duche-
nne %4 2 5, T A 7 61, SERVERG BR5RAE 1 61
TiE A LN h - 72,

() 3 =) RS, BEFIRRICH
KL, ZOWMPYELNRILEEZ Lz,

(3)20, 25—Diazacholesterol #¢5-(1= L ) 5
v F iz drug-induced myotonia # {E&4 | 7=,
AP =THBEFATL TRIFM Y > 2Bk
I CREESOEB, IFPERERD
zebra body BN ZE{bhsA S L7z,

WU DRI, BERECZ P74 —
FEIZBWT, EEBENCOERRE 238D
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BHNHELHFZ LN,

1)

2)

3)

X 7

H.H. Zinneman and J. Rotstein: A
study of gamma globulin in dystrophia
myotonica. J. Lab. & Clin. -Med.
47 1 907, 1956.

R. D. Wochner, G. Drews, W. Strober
and T. A. Waldmann
breakdown of immunoglobulin G (IgG)

. Accelerated

in myotonic dystrophy : a hereditary
error of immunoglobulin catabolism.
J. Clin. Invest. 45 : 321, 1966.

D.1. Grove, S. J O’Callaghan, T.O.
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4)

5)

Burston and L J. Forbes : Immunologi-
cal function in dystrophia myotonica.
Brit. Med. J. 3 81, 1973.

N. A. Pickard, H-D. Gruemer, H.L.
Verrill, E. R. Isaacs, M. Robinow, W.
E. Nance, E. C. Myers and B. Goldsmi-
th : Systemic membrane defect in the
proximal muscular dystrophies. N.
Engl. J. Med. 299 : 841, 1978.
AREREK, WA FE, S8 & KR K,
ERE B, AHEIEZ, BHAESE, EIG
e BT & 3 BMIRERIOTEZELC
SnwT, HAMMEFSHEIE 36242
1973.



37T) BT A a7 4 —REICBIT 227V TF ARG

= 7 M %
MR HE T A ¥®oo% m g = % " O K
* * *
S R OE owE 4 e = = o
T o okm E I

creatine-creatine phosphate F&(3, HILHE
IANK—GHGRICUHATH ), By bo
7 4 —iE & < iz Duchenne # (DMD) %,
creatinemia, creatinuria, ;¥ |z FRH creatini-
ne DPRMIRP IR TH 5, iz blzF o
B % creatine ) 43 B F2IZ K> CTHFFE 2 4T
tolz, #R e LT, £7, creatine — sar-
cosine+urea |= ff) { creatinase (creatine
amidinohydrolase, EC 3, 5, 3, 3,)»
ANBBHHICBIT2HFEZ I LHTHL 2
L, 72, DMD iz 3\ T3 Z oidtE»HET
LTwadZ &Rl

&, & Hik

5, EABLOCDMD 20033
RIEHIRETH B, BRHE, T E o 32ER
LI N ZFBHTH S, ZOERHZDWT,
BhiEsET 3 2 B854 & creatinase {G
WEZAT e -7z, HiPEEET 3/ BEoairic
2 HIMT I VEEASS A KLA 5 3% Awv
7z, TRHZ, 4 %AEFEEE % N2 C homo-
genize L, KE(bA ) iz THhfIL, Fa
WERREE M % 7 T8 F 7 LB 85I
R LR AV, ‘

creatinase iETEHIE A &FHE, YA
iK% imz < homogenize L, #E.(4rBEL 72
L% % B v 72, creatinase jE1(3, creatine %

*BEXFEFRE—AT

—175—

EHELT 01N EEEHEpH7.0,
30°C, 1BFflIcHER X L5 urea & % diacety-
Imonoxime-thiosemicarbazide i3: % B v» T
HE L7z,

HEABEOAEL, biuret #:4 Hv72,

i E- 3
1) Bhds7 = /BaHRER (1)

fEw NEI%E o % { |2 sarcosine ) peak
HEEREE N, Z OFFEMEIX 20~100 gmoles/
100 g wet wt.TdH %, F 7z, urea i, 40~110
SEH3 70 mg/100 g wet wt.CdH D, I urea

(5~15mg/dl) kO L&EH» -7z, Zucxd
L, DMD #5 2 #1Tix, sarcosine o) peak |3
ALY, urea ) 4 ~ 8§ mg/100 g wet wt. &
KT LTwiz, liz, % ANBBmEs
DT I /EEEESGHTEHC & 5 pattern & _EEk
DT I/ FEFERIRI L XL TR 72, sar-
cosine {3, =>t F U > RIEHHL, HEi
Y o glycine & ) §, FEEiziz gmole 2 L T
3fEIZ B,

2) #if creatinase SEMERAIEDORRKE (X 1)

% 11z, creatine 45 ENFHET, 30C, 1
B ERT 3 urea B0 ERD O.D.od —
WERLZ, EEMBTE, Wi LEERK

(Fp#lithitd) &iC depend L 72 urea o) A pi(A*
A5, #=AYIZIE 60~90 umoles/g protein/
hour CT& - 7z, TEXDFBEEEITIHE S EHHEE

(SPMA) T3, BEBED TR THOEH*



1 FEBBGIC BT 5 sarcosine NDELE (7 3 /EEEIHHEHC L 2)

KRiT T a5 IHIFREBOBREEEbLS,

ZauzxtL, DMD T, 0.10~0.25 gmo-
les/g protein/hour & BRZEMPEAMNICR, B
i 5 1c depend L 7> urea M A FIT & 5 1L

21 AR urea &b b A7z creatinase {&1E
(creatine # 2£H &7 5)

(diacetylmonoxime thiosemicarbazide®,0D525 nm)

Bt W] creatine 3
case + +
FRRI| HHLHA 5 il A
20X 0.170 0.030
o 40X o.l1e 0.0/0
Ni,, N, 80X 0.084 0.010
160x 0.038 o
20X 0, 192 0.020
P 40X 0.100 0.,0j0
Ok,, Y. 80X 0.080 o)
160X 0,026 o
b X D 20X 0.08| 0,087
Ko,, M. 40X 0,070 0,034
20X 0.083 0.061
D ":l :- 40% 0,074 0.030
80X 0.0e6 0,023
SPNA 40X 0,113 0,020
It T, 80X 0,070 0.010
& creatine 8 5 0.0i9

% standard (urea 30mg/dl) 0.523

e o7,

% =

AR, (2 Lolzii~iz k5L, DMD iz
BT B4R 7 creatinuria 235 B L, TR
% creatine D43 RIBIRIT KD TIT U - 72
L, D TH 3. creatine M4 f#IE, creatinine
fiiiz, sarcosine & urea |25 & 4L 5 FEREAT
&1, Z#ic creatinase H¥E <, creatinase
i+ pseudomonas T3 &l & 1L T > B V29975,
NG TrOFEL2TEHLERERIZINET
o270, ®A72 b3, NBEBHIZB W, crea-
tinase DFAELIZ LHTHAL»ITL 7.

b, 9, frhiEpgT 3 /2 BoOTIIC &
n, NEERIC sarcosine DFEET H Z &,
fodr £ H & high level o) urea DHFFET 5 Z
L AFER L2, RWTHRAZBIE, E@EAER
5ilc BV C, creatine ##H LT 5 homo-
genate s % CE£% it 12 depend L 7z urea
DERD A LN D Z L &L, creatinase
HGnH b & EmM-72.

= Off creatinase 13, F 72 & DBERFEIHE
WHTFF oD TELT, FERTZ LN
EMEIRABENOEOEEE L D iIZB/NE %
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S2TWVBI ENEZ LND,

iz L, DMD T3, BT 3
Es 4471 #31F % sarcosine o) peak (3325 5
7y, urea LIKT L T 72, %7z, creatinase
IFERZEFHMNICMR <, BERHALIC depend L
72 urea DA A H LT, creatinase o
b LIEMHIET 2 Bbw 2, BhonZEiE
LEADT, TBBEPTH S,

NBEAEfpIC creatinase 2" FELET 2 £ v 5
ARFFRIZ BT M ETNT, bl
creatine M L W UEBHRER %, {RIC creatine
pseudo-urea cycle & &+ T, #EEL 72 (X
2).

BF4» & & 72 creatine |3, 5T creatine Ki-
nase |Z k& ) phosphorylation # i+ %, = =
T, CK# iz & - T high energy phosph-
ate AL N BEE, —EhT L bicK1GFHE
fuCcreatinine 5" C¢& 5 - # 2 L 5, —
J5, creatine |%, creatinase |= L - C sarco-
sine & urea [5G fEE N5, Z o) urea [FR$
~FEEE N B DY, ZHZ EIEFBEMLNTW
% B v o) ornithine cycle oz, iz, =
IV PRz urea cycle 2 = &+ iR
L2z &zl & Zo vy, -2, sarcosine
I%, sarcosine dehydrogenase |z & Y, glycine

[ G A
creatine~P
CHFI
Screatinine —t—
CK () ——
E T‘lCK(iﬂ)
creatine > creatine
A
creatinase
methy |- R
transferase sarcosine + urede—
ioni sarcosine
methionine fonn HCHO dehydrogenase
EHAFA= ? FRRLLTATE K

glycocyamine glycine
(guanidoacetate)
trans--
amidinase

arginine

V Vv
CE%?2 CR$PI

B2 creatine pseudo—urea cycle ({R¥r)

—177—

L formaldehyde iz 47 & 1L 5. F 72, gly-
cine |, & ¢ transamidinase |= L D argini-
ne & #% 4 L T glycocyamine & 7 ), AF T
methionine % 1) X 3t% 5 I+ TH U crea-
tine [ 2%, I NAHELIZ B OHESE L 72 cycle
TH 5. 7, formaldehyde i, H 25\ id
active carbon & L < active methionine )

ERIZE L Ly,

5 B

1) E# ANEI&TIc sarcosine D IEALET
52 &, M kD Y highlevel o) urea HFLE
452 & RHED D, & 5IC creatine 23 &
4 % #5 homogenate K i 52 T urea N A FL AT
LB Lh 5, creatinase 25 N B
FUICFEPICTHET A2 L 28 b Lz, 2
DT EMH, NEEBHHPIZH L v creatine f{)
SR Eg, Hl L, creatine pseudo-urea cycle &
LI RELONFEELHEE L 72,

2) DMD T2, ZoOREFERHOH T,
creatinase DjFd 4 L < IFIEHIET 2 B b
LHARDZ b2 DY, BOFEHD RN T,
T BREPTH B,

X BR

1) Akamatsu, S., Kanai, Y. : Bacterial
decomposition of creatine, I. Creatino-
mutase, Enzymologia, 15 : 122 (1951)

2) Akamatsu, S., Miyashita, Y. : Bacteri-
al decomposition of creatine, III, The
pathway of creatine decomposition,
Enzymologia, 15:173 (1951)

3) Appleyard, G., Woods, D.D. : The pa-
thway of creatine catabolism by pseu-
domonas ovalis, J. Gen. Microbiol.,
14 : 351 (1956)

4) Yoshimoto, T., Oka, 1., Tsuru, D.:
Purification, Crystallization, and some
Properties of Creatine Amidinohydro-
lase from Pseudomonas putida, J. Bio-

chem., 79 : 1381 (1976)



38) DuchenneXIfp> A bua 74 —REICEBIT S

N =F
R E % B & &

T L ® i

AN=F BRI ANT—IRE L Th
e ) DS & G B RREIEE, & CICRSENS
BoOIFarF)THOED ZAICES LT
Wah T b biEERE CoA LEEEL 2
L, b FYVTHDANL=F T
FTAT72T7—EINDLETTINAINL=F
Y2, TRaAYEYTIZANZA, &5
T NnHN=F>Fr527x25—FIIIZ
DT CoA Led, Zhn B—EfbE~
T, ZANX—FLL D, ZnkHichn=
FAHEABHcRE S L, 2585
RLHICAKRICE TN,

PR bFa7 4 —fEIFHROBIEZHE S IR
BTHY, Z2OBEEITRENED, 4
% ¢TIz Maebashi 52352 2 F v 7 4 —JE
DERF G N =F PP RICEE L RT &
& Tvs %, —7%, DiMauro &,9%3 o> t o
—NEELEDNLVEREL TS, 22T,
FrizmpB LR L=F > 2RIEL,
B L FEolE—xBRE Xt L 720 TH
EHT 5.,

XRE L UHE
#4132 Duchenne B & 2 } v 7 4 —fE
194 (6 ~17%), 2> tue—n& L TEE
R[EXRBNBRI124(7 ~14 %), KR 10

* UMK RS AR R R Pt
* * EILRIRFER AT
¥k kAT RRXPRBEER 2 —
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*k
NN N A BB &

SRR

%k %k 3k

2 (7 ~13 %) EHAWz,

Ji:13 Pearson 5% Fikiz févs, DTNB
DEBEAERIGICTEEL 2, &k E L Tid~s
) RMmMAHIMmEE 0.5ml 35 F R 0.5ml # A
Wiz, R AL =F > NEIZ BEE#H»H D
728, 3 HEHIRE 21TV, Z0FHEZH
Wz, JVTFIBIVIZLT =R
Bonsnes &N H i THIZEL 72,

& ®

E#Har ro—nonids L CRBP A V=
F > 813 DiMauro & 5 X tf Maebashi &, o
BEEIZF— L7, $RBHIL=F DS
ZEIZR LN H - 72, Duchenne B o 2
Fa7 4 —EICBWTH, I, BRPEbic
HAn=FrogiFarte—LeEEIRLN
otz BRRHCHELZRPZVTF 03
FREICHYALa7 4 —fEITHEiML Twiz,
fuep, FRH A L= > iz Duchenne R &
zba74—iEN CPK, 7L 75>, BIEKE
Erize BT RO k572 (K1),

* ES

4-EF8 < 12 Duchenne Bifror A F w7 4 —
FEOMP B L URPANL=F > ZRIEL 2
P%, ario—nEEFRLALI 2. 2
DFEFIZ DiMauro &0 ## & —% L, Ma
ebashi L¥NM|E L R4 D, ZnENERAIR
TEHTH %55, MEHENDZEL L VRDY >
TN T ENS BB EBbILS, /222 T



# 1 Plasma and urinary carnitine in Duchenne muscular dystrophy and controls
DMD (n:19) Control boys(n=12) Control girls(n=10)
Plasma carnitine
# mols/100ml 4.02+1.03 4.10+0.91 n. d.
(range) (1.62——5.63) (2.83——5.98)
Urinary carnitine
u mols/day 66.0+34.6 63.9+67.3 53.1+27.9
(range) (17.3——148.7) (5.1——256.3) (16.4——89.6)
4 mols/100ml 7.6+7.8 11.3+8.2 7.63.3
Urinary creatinine -
g/day 0.13+0.06 0.55+0.14 0.56:0.26
Urinary creatine
g/day 0.404+0.17 0.124+0.07 0.13+0.11
Values are shown as mean+S. D.
DMD : Duchenne muscular dystrophy
n. d. : not determined.
EEHINDZDIF, PRI 74 —ET7L 285—334,
TF e HN=F el BirprEiiesr T 2) Cederblad, G., Lindstedt, S.and Lund
ZETHD, Z2VvVTFran=+F137T holm, K.: (1974) Clin. Chim. Acta
FILaFEZLE, FRTT I 8L DEK 53 : 311—321.
HHNIEWENVENIZAYN, HRENICESE 3) Maebashi, M., Kawamura, N. and
BETTAET 2 8IEHIC X CHML Tvs 295, Yoshinaga, K. : (1974) Nature 249:
ZDEQICENIFRLNDDITEREL, X5 173—174,
ICHRET2ET 2 L Bbh s, 4) DiMauro, S. and Rowland, L.P.:
Yk, &~ iz Duchenne #iffr 2 b7 4 (1976) Arch. Neurol. 33 : 204—205,
—fEICBWTmP, Bhrir=F>2HEL 5) Pearson, D. ]., Chase, J.F. A. and Tu

7z2hs, ZEHSRHBAEZH» 57z,

X 78
1) Fritz,, . B.: (1963) Advance in Lipid
Res., Academic Press, New York, pp.

6)
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bbs, P.K.: (1969) Methods Enzymol.

14 : 612—622,

Bonsnes, R. W. and Taussky, H. H. :
(1945) J. Biol. Chem. 158 : 581—591,



39 ) Duchenne®#afTH:H A ba 7 4 —REICEBIT S
cyclic nucleotidesDHEJHEIZ D\ T

"
MiEmhE  fE om
MO Tl

T L&z

i 4¢, Duchenne BUEATHERH T A w7 4
—5E (DMD) {2 B\ CHRILEK, ) > 23ER, I
MR 7 E o MERBSIC L REIIER I N, B
WEGEE L H by, DMD ookREIcBE#E L T
systemic membrane defect’ D EFEHEH X
NnTv 3. 2 i3BEIc, DMD &5/ Mg
BENETICOWTHRE?L TEh5, 4EIL,
Z DEHER EBIRAR, 2D, Hagi,
At & USHIRARGEBYE & L R BRYT
» 5 & 2T v» 5 cyclic nucleotides 7 &EfEE
DWW TRRETL 72,

MRIE Iz Hi®

xt # : DMD 109 fE§] ¢ FEIT 14.5+
4.3 TH D, TOWRIL, FEEHEREERE
SR & 5 ILEE 4 90, B 2 #, IVEE 3 31,
V£ 39 5, VIE 38 5, VIUE 17 6, VIIE 6 151
Th D, WM MR, R
B X UMBEROZIRE L Lic, TN
ews <—> BE (57 H) » LA RIS
BEV <> BE (17 1), <H-> BE (22 B1), <H>
(3B XKoL F2, RmEGER
ZbiciE B L, QT ByiIfE o Bk IE R 6 %
QT EER: 376), STIETOALND LD
# ST TR 7% BLUEzhsnAsasLN
TWwinZIEHHEBANE 56 & L7,

* KEREHAFHE AR
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F i REZSREER SRR TRRIL L 72 FRIR
%, 500 mMEDTA-4Na i A ) DEERISHT
EiRME, 4°C, 2,123%X 8, 100 #=HLL T
B KRR miE (PVP), dEwic
4°C, 191X &, 20 53R E L TiF6H 72 S0
At sE (PRP) (cBEFIHAAIEZMZ, M/
AR L 2R oW T, YAMASA cA-
MP, cGMP assay kit # f\» radioimmuno-
assay #iC CHIGE L 72, %3, PRPLit/MR
SHERRRIEIZ AV 5 0 L ITITF— &G T T
Lnakdiclze (FR1). 45 hscyclic
nucleotides { & B8 B ZSE R, LERAT
B o gad #1772,

1 7

DMD 109 £ PVP-cAMP, cGMP 1,
cAMP/cGMP & F#)fifiiz £<18.3%3.8,
7.14£3.0(°™Ym), 2.8%0.9 T, @EXTEM
T34 220.3+4.5,4.4%£1.7C°™/m), 5.1%
1.7 T# ", DMD gtic 5\~ T cAMP f, cA-
MP/cGMP iz xJBBEICHL & LICHEFIC
{EF L (P <0.001), iz cGMP iz FEN
wim# A7 (P <0.001). —%, PRP $oi
B |13 DMD 2t T £%23.7£7.0, 6.0£2.
6"/ m), 4.5+1.8, MBHTIZEZ23.7%
5.1, 4.3+1.5 (®™"/m), 5.9£1.6 TH ",
cAMP ffiiz WMo 2% AT, cGMP &
DMD BEH8EnESEE R L 72 (P <0.001).
% 7:, PVP, PRP Mok iz, DMD



%1

Sample <10022)

———

<10048>
<80022>
0.3M-Imidazole buffer

——— -

Succinylating

.

<100.2)

anti-succinycAMP serum 10040
or
anti-succiny-cGMP serum

v

After mixed well, incubation for 12~48

{/(500/12)

Centrifugation, 3000r.p.m., for 5

i

!

Free

Counting by Gamma-Counter

BEI 35 v T cAMP {2 PRP 1 (P <0.
001), cGMP {#i3;¥%ic PVP IFT:,E N EfE%
R~L72 (P<0.01).

A, BEEEBEERER Xt (R2)

CPK, aldolase, LDH #: & oy il il i EE %
WIGTEMIZ, BPREEEFREFRIC XT VX7
& bH, FBEEED®RITEEELBEERESRL,
I, IVEETE—2% &Y, LUREEEEDMAT
L{-‘i:b\??ﬂ‘ﬁ'ﬁ"é PVP, PRP o> cAMP,
cGMP WL FEEELL IVEETR W ED A 5
i’Lf’. BL, ZOBOEFL;DLVIZHE
IHEFI 2L, BETY LB H L. F7,
cGMP fHIzBI L CTIZBEFEEVI, VIIFETL SE
HREHA S 7z,

Competitive radioimmunoassay methods for cAMP and cGMP

Succinylating reagent: anhydride citrate (9)
triethylamine m

sample {100£)

'*%-succiny-cAMP tyrosine methylester (14Ci)
or
'*%-succiny-cGMP tyrosine methylester (1xCi)

hours, 4T

~s——— Dextran-coated charcoal

min. , 4C

Supernatant (bound) <500x£)

B. HHMEERE L OXttt (R3)

A 75 10 BRI T D AT R B
BIRBAHE & A Td » 7255, PVP, PRP v\»¢°
NI BT L cyclic nucleotides D EE & 3¢
MMREREO Mo EELBRIzA L LDy
-7z,

C. LEBHMREOXIE (F4)
AR D LERK S ZHEIC BT 24T

{3z, cAMP {#iz PVP, PRP rh x {(c =3RS
CHEEE A -2, —F, cGMP {#iz
PVP, PRPH » L IcSTTFRRREETEEZ L,
ZniER, cAMP/cGMP i3 ST TRERE CIK
{tix 7c - 72, Bz, ST —RRICRENIE
BrEJIZFOEELETLNOTHD.—T,
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% 2 Behavior of serum enzymes & cyclic nucleotides correspond to dysfunction
grading criteria of the Ministry of Health, Japan in 109 patients with
Duchenne muscular dystrophy (DMD)

Laboratory Age | CPK | Aldoiase| LDH PVP-cyclic nuclectides PRP-cyclic nuclectides
, tems | n. " | cAMP | cGMP | cAMP |cAMP |cGMP |cAMP
Subject (yr) (mU-me) | (mU-me) [ (mU/m8) | (omol ma) | (prmot md) m% {pmol m){ (pmoi me) | CGMP
Controls g0 |24-2 [8.8 [27 437 20.3 [4.4 |5 [23.7 (4.3 [5.9
+4.1 |+10.6|%1.0 |*£18.5{ £4.5|%1.7 [*£1.7 |£5.1 |+1.5 {£1.6
I 4 [14.5 [692.8***11.6 **[621.0**[18.3 [6.4* [2.9* [23.4 [5.7 4.2
(3.7%)[+5.6 |+510.0{+3.5 |+£463.8:+2.2 |*1.1 |{£0.3 |+4.2 [+0.5 [+0.8
I 2 [8.0 [1L2345*25.7* 1146.0%23.4 [8.8***[2.8 [32.5% |8.6***[3.8
(1.8%)|+£0 |+157.7/47.0 '+100.4|£4.3 |£2.8 |+0.4 |+£12.0{+2.8 |+0.2
" 3 (8.3 |L10.0°**16.7*** "1,018.0°*%21.6 [7.5** [2.9* [32.2** [6.2* [5.2
£V l(27%)|£1.5 |+36.5/+6.8 |+150.7|+2.0 |+1.0 |+0.1 |+7.8 |+0.8 |+0.9
g v 39 [12.6  [795.1%**10.1%** [670.8***117.3*** |6.3***]3.0***|21.2* [5.1* [4.6
5 (35.8%) | +3.3 |+323.4|+5.6 |+229.4|+4.4 [+2.0 |*+1.0 |+6.3 |*1.9 [+1.7
3 \ 38 [15.3 [545.8***6.1***[497.9***[18.4* [6.9%**[2.9***(23.8 [5.7***[4.8
) (34.9%)|+4.4 |+274.8|+3.1 |+150.5|+2.8 |+2.9 [+0.8 |+6.0 [+2.4 |+2.1
§ \I 17 [18.0 [296.9***(3.9** [337.0***/19.1 [8.7***[2.5***[26.4 [7.7***[3.7
(15.6%)| +2.9 |+226.6{+2.3 |+78.4|+4.1 [+4.0 {+0.8 |+8.0 |+3.0 |+1.3
- 6 [17.2 [170.2**¥2.5 [306.5***18.0 [8.6***|2.5***[24.1 [8.2***[3.6
(5.5%)(+2.3 |£37.0|%1.1 |+27.4|+4.5 |+4.0 [+1.0 |+8.8 |+6.0 |*1.5
Total Jog 1145 [609.0%47.8%%% (555, 0°%18. 3% 17, 13%%12.8%**(23.7 6.0%**[4.5%**
+4.3 |+366.5|+5.7 |£251.3|+3.8 [+3.0 |+0.9 |+7.0 |+2.6 [+1.8
* % % P <0.001 PVP=peripheral venous plasma
* % P <0.01  (vs. controls} PRP=platelet rich plasma
* P <0.05

%3 Behavior of serum enzymes & cyclic nucleotides correspond to chest and spinal
column deformity gradings in 109 patients with Duchenne muscular dystrophy (DMD)

Laboratory Age | cPK | A ddase‘ LDH | PVP-cyclic nucleotides | PRP-cyclic nucleotides
tems | on. CAMP | cGMP | cAMP | cAMP | cGMP | cAMP.
Subjects (yr)| (mU/m2)| (mU/m2) | (mU/m2) | (pmoi/ng)| (prmol/nt)| CGMP | (pmot/nd)| (pmol/mt)| SGMP

24.2 |43.8 (2.7 [143.7 (20.3 |4.4 |5.1 23.7 (4.3 |5.9
+4.1 [£10.6(*1.0 |+18.5|*+4.5 {*+1.7 |+1.7 |£5.1 |£1.5 | 1.6
57 [12.7 [768.4**%10.2***[668.8**418.3** [6.8%**|2.9***|23.5 |5.7***|4.6***

Controls 80

g () | s2.3%)| +£4.0 |£376.0{ +6.4 | +273.2| +4.1 | +2.7 | +0.9 |+7.5 |+2.4 |+1.7
g 17 [14.4 [564.6%97.55*[s18.6°18.4 8.1 2.57%(23.7 |6.8"**(3.8"**
> | ) |asew)| 4.1 |+26.3 £2.8 | +114.5| 4.1 |+£3.3 |+0.8 |+6.3 [+2.6 |+1.3
13 22 117.6 [453.3*% 4.7 *| 415.270 18.1° |6.8"*%|2.0"**|23.2 |5.8"**|4.5**
3 () | 0.20)| +£3.0 | +260.8| +£3.4 | +157.8| +3.4 |+2.7 |£0.8 | +6.3 |+2.2 |+2.1
—§ 13 [17.4 |31.793.5° |320.67718.3 |7.7°**|2.7***|24.9 |6.5***|4.6"
5 () | 11.9%)| +3.2 | +164.8] +1.8 | +£99.0 | +3.5 [+4.0 | +0.9 |+7.4 [+3.7 |+2.3
5 52 116.5 [434.3°95.35**|430.1" 18.3" |7.4%**|2.7°*%|24.2 |6.2***|4.6*
o Sub total | ool 437 [+260.0) £3.3 | +146.5| £3.5 | £3.2 | +0.8 | +6.8 |+2.8 |+3.1
§ 14,5 [609.077.8%°%[550.07 18.3%°% | 7,17+ 2,877+ 23.7 |6.0°%*| 4.5

Total | 109 |43 |4366.5|45.7 [+251.3) 3.8 | +3.0 [£0.9 |£7.0 | +2.6 [+1.8

*x % P <0.001 PVP=peripheral venous plasma

* % P <0.01 (vs. controls) PRP=platelet rich plasma

* P <0.05
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# 4 Correlations between ECG findings and laboratory findings in 109 patients

with Duchenne muscular dystrophy (DMD)

Laboratory items Age CPK |Aldolase| LDH PVP-cyclic nucleotides PRP-cyclic nuclectides |Fibrinogen
n. CcAMP  cGMP cAMP | cAMP . cGMP cAMP
E£CG findings (yr) | (mU/m2) | (mU/me) | (mU/me) | (pmoi/me) | (pmolmg) | "CGMP | (pmol/mg) | (pmoi/ng) | TGMP | (mg/d2)
24.2 43.8 |27 143.7  |20.3 4.4 |5.1 23.7 3 .9 325.0
Controls 80 4.1 £10.6 +1.0| £18.5] *4.5| 17| £1.7]7 #5157 +1.6| £125.0
NoOT poiorgaon & | 45 |13.4  [591.4°**[7.5%** 570,7°*%(18.6* |26.7°** |2.9** |23.4 %5,5%*% | ¥4.6*** 352.0
NoSTcrages [(41.3%)| +4.2] *£348.7| +4.8| +280.8| +4.3|| *1.9| +0.9| +7.0)| "*1.8] *1.6/ =819
QT 37 [14.0 " [672.2***(9.0*** |566.9°**[17.8** [[6.7°** |2.9°** [23.9  |P5.6°* 8% [315.7
y Prologation |(33.9%)|  *3.6| +376.3| +7.2] +236.8] +3.5|| 2.8] 0.7 +7.4 [“+2.7)l[ £2.2| *135.2
ST-depression | 97 116.9  [551.8***[6.9"** [499.6***[18.6  |L8.4*** [2.6"** [23.7 _|L7.3"** |£3.7°** 322.7
of moogeten  [(24.8%)|  +4.5| +382.7| +4.4| +212.0] +3.6] 4.2 +0.9] *6.7] +£3.2| +1.3] %1031
Total 109|145 [609.0%**(7.8*** T650.0**2[18.3%*% [ 7.1*** [2.8*** [23.7  [6.0°** [4.5°** [324.5
otal +4.3| +366.5| +5.7| +£251.3] +3.8) 3.0 0.9 7.0 *2.6] 1.8 %114.5
31 [13.1 [669.5%**|8.3*** [610.5***118.3* | 7.2*** |2.8*** [23.9  [6.0*** [4.4%**
D°"’a"es (28.4%)|  +5.3| +409.2| +4.8| +284.1| *3.4] 3.0 *0.8]  *7.3| +2.5| *1.4
Re > 79 [14.2  [622.6***[8.0°** [575.2°**[18.0°***] 7.0°** [2.7°** [23.5  [6.0°** [4.3**
v, 210 1(72.5%)| *4.3| £378.4|  +5.8| +268.0] +3.6| +2.4| +0.7|" *e.8| +2.3] +1.5
MR/ - 56 [14.3  |611.9%**[7.6*** |[568.7***[17.7°** | 7.0*** [2.7°** [23.5  |6.0°** |[4.3***
Svi 15 I(s1.4%)| 34.3 +358.3]  +4.7 2375 H3.6| k27| k07| £6.9] +2.5) 1.3
D,RBBB 21 115.9  [565.9%**|7.2*** [504.5***(18.6 7.2 [2.7°** |24.5  |6.2°** [4.4°**
- (19.3%)| ~ #3.4| +396.2] +4.5| £254.1] #3.1| E2.1| 07| +7.5] *1.9] F1.9
***p<0.001 (vS. controls) PVP=peripheral venous plasma
**p<0.01 PRP=platelet rich plasma
*P<0.05
%5 Correlations between plasma cGMP levels and serum CPK levels in 17
patients with Duchenne muscular dystrophy (DMD)
—Dysfunction grading criteria VI of the Ministry of Health, Japan.—
o .
(mU o)
1.000
500<
LDH |
() ud)
0
Aldolase
(mU-m2) |
10,04 . 500 e
n=i7
. ] r =0.5381
P <0.02
[} T T
=17 10.0 20.0 (pmot/mf)
r =0.5735 plasma cGMP
P <0.02
0

T
10.0

200 (pmol/me)
plasma cGMP

—183—
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B AFHLGERFTRE ATV, Ly
L, Tho LB 22T 2EMICEITS
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DMD —fiz & &< ELTh- 72,
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1% CPK, aldolase, LDH #&i& M & UF
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AIREEBL L % SIS 3 B 2 & % B 50,
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2EINTHYY, F72, M/ cGMP-phos-
phodiesterase iHt & $Eiifig & DRBICAH TN
AN A LN D L DHEIL H B . FKr D
B cla 8% PVP-cAMP i3 xtREEIC L
HEICIEKT T34, PRP-cAMP {3 il %5
IZEZEDLh -7z, 2 PVP & PRP v1o) cyc-
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DFEEBLEL THEZLNBLOTHY, »
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et LA S NS, /MR >R T
=B OT 7 F 24 LIRS
& -2 %8 T 5 & &, microfilament
D TH/AMRIR &L THEL, BERE
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72412, DMD iz 3\ Tix cAMP i85 D&
THAELN, THOZEFIVTFIRLT I
JEERDOIBRDFREED S B & T 5 HEDS,
DMD #5 i3 adenyl cyclase, phosphodieste-
rase R DIEEENET 254 & 1, fMHFHE
HEBICILBFHNTH S ETHHE L H
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RL, PVP-cGMP I3 BIEFH THEL & 5
EHEPL TS, L L, e DB TS
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b HEEEREREEL IVEHICBWY
CcAMPs, 1L, IV7Ze & VI VBRI BT
cGMPiiEE % & M ZRL72ICE F 5.
HEREM T3 cAMP (3 =i MARREERIC, cGMP
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DMD iz 351+ 5 PVP th cyclic nucleotides
B L TiExfRIC I L PRI cAMP (2K
CL,GMPIEE Wl Z R L T3 2 & idmpkig
W, TNk 7 cyclic nucleotides ¢> DMD
EIEEMNREE L 02T HFEMEROBEEIZ X
2L00, BERAFELZET 2 L0», Wi
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Y3 L0 E20GEEEEN, 514D
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b Bl
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cGMP flEr iz R L 72,
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HCTEEZ/RL 72205 PRP h Tl 4+ 27
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A5 ror I AL KrETHL, M
A F (B1910) &3 GM;, GD;
3BT FOMIIR L ->THB Y, ISk
LB LN S, Lassaga 5 (1972) ¥y
H X%, Max 5 (1970)?D %k 2, 74X,
v T3, hematoside "E % 7> 7)) A2 F
THdELTHWLEIEE—HTSE, L2L
Max 63 & 2, VWX, T F TldEI R
STHLH 7Y F 2 Freg— 3L T
2EHELTCBY, HoEWICEZRRIIZS
BELICHLPIZINEREETHS ),
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% 1 Gangliosides in chick muscles
Control non treated treated
dystrophy dystrophy
n=8 n=3 n=8
ug/g Protein Ug/g Protein Kg/g Protein
GM3; 8.8 £ 0.7 25.3 £ 11.2 15.6 ¥ 3.0
GD; 5.1 £ 0.4 121 £ 5.3 10.6 * 1.5
GM, 5.7 £ 0.4 10.7 = 4.7 8.1 = 1.6
GT;a 4.0 * 0.3 12.1 £+ 5.4 8.2 * 1.6
X 3.5 & 03 12.5 * 5.5 7-5 & 1.5
Total 27.2 = 2.1 72.7 £ 32.2 50.0 * 9.7
ST X, GTy, GDs, GMiDJIEIZEEML T
W3, GMioBEmEEIZEL L v (R1 KR
K1H5, 6, 7).
. FrIBH 7)) F L FAEMLY, HY R b
74—y FOBTIEWICH S 7)) F 2K
) i L 6D, DA % Hs L T s 519 —F5 Albarracin 5
- (1974) ™z 2 2 ERZICL B 7H XD
12 % EEBRIC A PO T 4 — DT )AL F
D oy x 52 EEHIL T L 8L T b, B
%h - > 7 AL FORMMOERIZOWTIE, Ho
» = B DRI 7> 7Y F v R 2 %
- EHMERINDG, SBRIEERE TOr > 7))
PARERR R LA Ba L FOGHHLETH B,
Bl #2704y FoBEruet 777 il L
1B 2,3, 4:NREH 5, 6, PALRTA—ROFH TN A FOER
7T HUALO T —B8 8,9, 7 IF, RIGEEE L D MR B - 72 AR

077 —% A4S —iAEHRY A
074 —#% 10 b M 11 b bES
FEARHESF AR,

BrAbe 7 s —HBOHT 7Y S g
B3, ARBICHL2.665 W52 I8
L, 2037 —> TIZGMsn A= L <,
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ICHLUBEL2ICHEmML Tz, 7> 7)) 4
Faolgn sy — I3 REHFEHE L L Tw
72, AT 7)) o L F OIS EHEREETRIG
WEEL VIERWEINIC B - 7255, BEDHEE,
BEZIIRD LN L h - 72 S BRIGEDE,
M2 » 22 THRETL TABZ L L ULEE
EZ L5,
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B & UHEA LR, Bt 7 4 —
SENIRENFEHAIC BT BHF5E, L,
BEFD 51 FEEHEE, 173 H,
HHAH, BETE, SREM: HIX
F X > RMEREBLIC BT 2 F%R. P R b
a7 4 —fENFENFERIZBY Y LTS,
s EE, HRFD 52 fEEEHEE, 141 H.
Bosmann, H. B., Gersten, D. M., Grig-
gs, R.C., et al.: Erythrocyte surface
membrane alterations. Arch. Neurol.
33 :1135—138, 1976.
FPHERM o xbtu 74 —FX0
*$3 % protease inhibitor (E —64) ®%h
R, EREE, 45H.
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High performance thin-layer chroma-
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11)
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em. 89 :437—450, 1978,
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1 230—235, 1969,
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gangliosides. J. Lipid Res. 13 : 810—
815, 1972,
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O. : The effect of denervation on the
composition of muscle gangliosides. J.
17 : 1517—1520, 1970,
Max, S.R. and Brady, R.O. : Altera-

tion of the ganglioside composition of
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Albarracin, L, Lassaga, F. E. and Capu-
tto, R.: Changes of gangliosides and
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rabbits with experimental dystrophy.
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AoeebEZ—IZDOWnT

X om % o

WRGHE M B E

L iz

FrzhT v BB L D HE, ALl 20
L) ETRTFT A A 0T —iE
EBWIRELEE A 2RI LR, T
WHELR?, o7 o7 T —aERIzS
L 2R EA "R, S,
FefR=, PaRIATr2HENLILT
BELY, X 51C|3 native 7o EASHEIC X L ¢
LIEBICHWO R ERE T 2228 65
Zbv7 4 —EICBITAREELHEORLSIC
AEEIFBEG LT 2D T v EREL
T &2, BOEABEFRO— Ko
HIEE ZRET L 24, o7 e 77 —&9°
AR F M RN R TH 592 L 291 2
& RIRRIC S EPUREIC & » T L eI
BOFE 3 2 RESSH Ra oo Bk iz 5 { B M TRAE
THIEHRDLNIZHrA a7 4 —iE
12 BT 3 ABERIEEN LA 1T Bois®» 3 ¢liz
AREDEIEHIC BV ORI NS % &
BEL T3 HEEE -, EibimaEa
ICKBICHFET I 0T 7 —En N
BERZBRT L ERBAEICBITZHEEAR
LRI DL D TH B EEZ LN
%,

AEEFZRNDERNDA > E I —i2 DTt
T TICHEIE N T 255 AN FIC ARESR
DMFPA eIy —% D LA
B —icoWTHET 5,

*
¥ H FE

* BREAFEFHHEBERAR G RLFRP
* ® BRRKFEPE/NEH

* %
#H OB X R

SRER & #t

XERFZFRUKEEX TR ZF 3%
EWLFERATOENEHEE L VRS
LoERMEEL . ~s<1) >, Compound
48/80 13 F 2 FOSEHZE T 24k X 04k, Sigma
Chemical H#l DL D EFRHL 72, A7 2T
7 — Gt RIE I Katunuma® 2, o) 5 3 fE
-7, BEHREHERIZEYS (280nm) =10.2 %
Hw/iz, BYTI7UVNT I FT4 27 EBRk
i3, Davis'PnFRizit-> TiT% » 72,

BReESE

RICAETeTT—RIZNTIHEHL2DAL >
bty —% IDofiCRL 7z, XERZF U3
KisELEDTHEA LAy —ThY,
F - RS ERI I S RICE T NS~ %Y
S UARERBIET 5 2 Ehihh o2z, M
g BEEKIKNF > 1 T3 % Compound
48/80 I3 AEEFHR 2 &K BHEL oz, T v
FEFICLEN A e S —2FEL T
BY, TRNEBHEORYTIZINT I FT 4
R 7 BRAKENETHHET 5 L E L ITRIRRIC
Bl L I/ITNA e B F—hiFERIC
BHEETDLZED b2, THDIBLEID
E— 2713 Z DBBHE S &K L T, ay-anti-
trypsin TH b L # 2 L.

KisExXx €ERZF > B LU~ %) > DKREE
TS 5 G ERER 20T L 2858, ™
HiL, BERICTHACHEAL THEL2BZ
T E ot o 72, '
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% 1 Inhibitors of the skeletal muscle

protease

INHIBITOR [Dgq

NG/JG PROTEASE
CHYMOSTATIN
INSOLUBLE® 1.2
SOLUBLE® 9.6
HEPARIN 44,0

PL/JG PROTEASE
RAT SERUM 20.0
COMPOUND 48/80 NO EFFECT
"IN WATER

DYE
- 1 =+

00 2 .

—

50 ¢

% INHIBITION

i 10 20 30
NUuMBER OF GEL SLICES

1 Inhibitory effects of rat serum proteins
after polyacrylamide gel disc electro-
phoresis
7y MLEOul ZXK)YT 7)Y LT IR
T4 AT BRKE AT > 2 BRIC T L&
FICOBEL, REDBERRCEERIC
REFEIRUE | 72881 &2 D EI O BER UG
FREE%BIE L 72,

KIZINbDA > ey —2EHET~ MIC
%5 LT in vivo TZH7TaT T —iEEE
HflL k-5 2RkA2, KaExER s F>12
D\ TlE, 0.1 mg~2.0mg/100 g fKE 24 1),
~,¥1) >3 10mg/100 g fAE %), 3~7H

LR G- L 7295, B HhoRERGEED
KTNIERED S NLT 72, ZHHDWMEDM

EMRE2EZEZ 62 EBLINL0WE
[X in vivo |Z 5T ZF DMIEELE @A HE
72DICZ DR BN W EeEZ 7z,
Compound 48/80 % 5- s Feiz D> TIZBEHE

SP0AE L T b,

Z N7 a T T —XHHMEEN T &[5 S
FRICEDERICE S L T a0 24157212 F
0 70 EBR 24T 70 - 72 3 BIED & Z 5 HE{H A
BEER IC Z TN D~ DT aF P —
O o T A ERL 24 = L 72181
EORLRATE L, EDWATTE DT
JGZAT% 5 DPELKARHTH L, K7vT7T
—lcDonw Ty LEHERNZE b I I
T3 EFUTMPICKBICHEET N
o077 —tA kb y— AL TREMEL
SNBTHSH. Lo L kdh s BLEER#4imh
IZFEATLARINC Z o JE A CARBESR AR &
% LT IUSABER A S 12 native 7 5 AR
HMEEZ DT 2EHEZEL T 322 295, 8
%E%%:%%T%ﬂ%ﬁtﬁ%%z%n
5. FZORIEERICETICREICE
ﬂ&ﬁ@f@%ytey—,«wuytmm
HBRL EELEREFF-> T2 THDH D &
ZZ2Tnw5b

X [

1) Sanada, Y., Yasogawa, N. and Katu-
numa, N. : Crystallization and amino
acid composition of a serine protease
from rat skeletal muscle. Biochem.
Biophys. Res. Commun. 82 : 108,
1978.

2 ) Sanada, Y., Yasogawa, N. and Katu-
numa, N.: Serine protease in mice
with hereditary muscular dystrophy.
J. Biochem. 83 :27, 1978,

3) Katunuma, N., Yasogawa, N, Kito, K.,
Sanada, Y., Kawai, H. and Miyoshi,

K. : Abnormal expression of a serine
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5)

6)

7)

8)

protease in human dystrophic muscle.
J. Biochem. 83 : 625, 1978.
Yasogawa, N., Sanada, Y. and Katu-
numa, N. : Susceptibilities of various
myofibrillar proteins to muscle serine
protease. J. Biochem. 83: 1355,
1978.

Sanada, Y., Yasogawa, N. and Katu-
numa, N. : Effect of a serine protease
on isolated myofibrils. J. Biochem.
85 481, 1979.

Woodbury, R. G., Everitt, M., Sanada,
Y., Katunuma, N., Lagunoff, D. and
Neurath, H. : A major serine protease
in rat skeletal muscle : Evidence for its
mast cell origin. Proc. Natl. Acad. Sci.
USA. 75: 5311, 1978.

BHiBIEE, ITHFEEL, FFH R, BB
*k 1 PEFN 63 FEIE A G MR EMIRE
SERIBH A b w7 4 —SENIEBEIHTTE ]
SR

Bois, P.: Mast cells and histamine
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9)

10)

11)

concentration in muscle and liver of
dystrophic mice. Amer. ]J. Physiol.
206 @ 338, 1964.

Katunuma, N., Kominami, E., Koba-
yashi, K., Banno. Y., Suzuki, K., Chi-
chibu, K., Hamaguchi, Y. and Katu-
numa, T. : Studies on new intracellular
proteases in various organs of rat (1)
Purification and comparison of their
properties. Eur. J. Biochem. 52 : 37,
1975,

Davis, B. J. : Disc electrophoresis 1II,
Method and application to human se-
rum proteins. Ann. N.Y. Acad. Sci.
121 : 404, 1964,

Travis, H., Johnson, D. and Pannell,
R. : Properties of human a,-antitryp-
sin. Proteinase Inhibitor, Eds. Fritz, H.,
Tschesche, H., Greene, L. J. and Tru-
E,
Berlin,1974,

scheit, p.31-39, Springer-Verlag,



42) 1 iEMbEISEE & 3 5 B DO BARAIC X T B
A 3 Ao F— 2. Isolated arm method

& BIEHIF = v 7 DEA

e

W s & 9 B
oA e &
e 7y

FLoE I3 4 5 FRELE o Succinylcholine chlo-
ride (SCC) iz vhaEIcEA L, Mmbo 3
d7ary (Mb) RT3 & E5ICER
LT &7 %7, SCC # .0 & ¥ 5 Hstiir Al
OGP EERICET 2 BEZME» G FESE
LEEES D BT & BRI,

AXTIF, SCCLH LIt EEZLNLE
Messhz & 2 REGATINC F 2 v 7§ 5 72>
DEGEDRARAIZ DOWTIR~N S, isolated arm
method 2 FivC, MmMiEMb 2#E L35
DTHBH, TOFHEE, T L BEEA,
LI P A a7 4 —iE (PMD) opiift
IZDWTIR~NS,

XHR & FiE

1513488 B A volunteer ( 7 f51), Duchen-
ne & PMD (DMD) sl (9 #1) 5 & O°F4ls
FREEE) (6 6l) % & TH S,

i Mb o @Iz Iz LBHZ CRARPL 27 2
A A LT v A4 (THRE) k-7, &
EiZ 1 ng/ml, MiFOIEH T 30 ng/ml LI
Thb.

SCCizxt¥ % & T X F i3 Feldman
59, 2 H 5990 isolated arm method % %%

* EBRFEFRE—HF
* ok {EBRHFE PR

WO

EOBE ¥ ok Ik el
4 % =K b3
= 7 X

PEICREEHA L2 LN THB(E1), F
b, P EBIEANOERIRIC E5 2R
LANTEE, ki< z v b TKERE
200 mmHg (/NEo#413 160 mmHg) & T
FIFERIY 5. RV TFEEERE 0 EEE
HaAK (LUF ) THRL 0.025~0.5 mg/ml
F L7 SCC i 20ml (NETIREEIIZIGE
TikE T 5) ZEHEL, 5aLUERTRMEA L
N 24> 30 WEEZ 15457 £ T, B L BRI
izl (2 ~4 ml) L, 1 Mb % #I%E
L7z, fEFC & - Tid SCC &riE 5 G 12IC B
I % 5585 E—10 mmHg 2 T, #ilio
MmiEss3AickE L s L IR,
ZnF R REE AN S Ui DMDAY,
KWTGOF(G (%K, O (B&%K, F:7w
— ) SFRREET OFHIRRERE] TR A7,

i [ &t
200xHg

&% + SCC
£ (20ml)

Isolated arm method

X1
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B b=

¥ A (volunteer) ¢ DMD iz >wWwTo
BT 2 b (HiR) oEfEEiEs, SCC
DFFEERIL, KESOKgD AICBWTO0.5
~5.0mg/Fili & L7, RENERIZL 5T
ZomEEERL S, T2 #h 50 kg 1k
BELFORBEL AV,

1) fERRErCo isolated arm method

ERA (760 i, Mbix SCC isMEs
&5 57 %—BETEEL, 156493 & UFER M5 iR iR
g kHAomEmERLE Lo L, SCCHE

B S~ L% PR EZ RS o7z,

2ICBIEREROMME L 72,

(G-}
801 ©: £ 28+ SCC(O.6%/FiK)
@: (1.0 » )
[©F (20 ~
70 @: (40 ~ )
®: (5.0 ~» )
f
& 60
Mb
2
ng 59 %/ +SCC

=
NVER -

2 BEBRAICEBI 3 SCCHREBNMITF 3
FravrenEE)
—— Isolated arm method ——

DMD (7 #l) iz fmiFMbix, SCC (0.5
~5.0mgY B/HikE) BER] CIEMARERS
GT—RFTREL, Zok AL, 1547wl
B 1M 5 #E bR % T3 SCC #F AT (100~270
ng/ml) |2 8~ E5 (300~500 ng/ml) #5R 1L
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—@ DMD: 4R+ SCC(tamg/fK)
& ---® DMD: 4R

5004

&+ SCC
4004

1001

4 [ 10 Is g HH
juil Jiun %)
B
%

3 Duchenne B 2 F v 7 4 —fEIT BT
3SCCHFEDMFI A /uE BN

EEh
——Isolated arm method —

2. L L, HADOZEREL 72xF8HE (2 5))
T L SCCHFEFIIZ Vv EF (300~350 ng/
ml) A2 & 417z, 3izDMDo 1.0 mg4 &/
BIBE DA % R T,

2) GOFRErT CToisolated arm method

SCCEEND A TR A % & 1512 DMD
TMbOHLp % EREALNLD 572D
T, ZTNT 2+ % GOF R T ok A F 1k
BBl TAT - 72,

6 PlEMmFBL 7255, 9 b 46z SCC#iE
#S54ar, MERL L TIF2EE ) LR LD,
R EICET SRR 75 30 B ~17 &5 TR
FBNZ L - TR R4 545 il 52 ng/ml
~210ng/ml LB L0 % FREZRL, BRI
fFEMRTE (&) BEicHiEECIcEL 2 (3
4), fthor 2 B3 ER AR ERL 2245 IEE
& (30ng/ml) %#2 2 FRIZALNZH -
7.



20077 (BAEHE—10)
BnE F /'27'
(mHg) 7z //l// ’ /1

O

2004

- SCC (10 /Wi fR)

G S B s 10 15 B ommn
[ C m n (g5
F cC ™ LN
#i ok o]

[ 3

4  FIERERBIC BT 5 SCC R 515
mEI 4 7o maniE)
—— Isolated arm method ——

e =

FoEIZMFMb o R #3EZE & L TFMF
FREREE SCC iz B ICERT 2 2 & %
AlicFERL TERLY, F728CCIZ &k 5 MmiF
Mb o> EAFERICE > TRLZ Y, ARTIE
&< (200~2000 ng/ml), REA T3 (100
ng/ml Fij{%), MoFESILEBELH B &
NDEZ #F TITIBTE 227,

SCChEick-TERIND EEZLN
5 FMRERE OB E B L B

(ROEDRFR TTHTRRERRE 12 fEEE, F24,
HHVIIHRBIREE2L, BROEBEIEMN
FEIZ LR, THROLWL?) TR E
LiIcmiFMb o L wEErR L2 T
IiE Mb 23512 & L T2 s DB % FREE
BIICIEZ 3 725850 SCC o i3 2 ST
2P ERA TS, FEFELDRELZZ &L,
isolated arm method # s L, SCCizxt3
Lo EmMFEMbo FRIZ L - TR
Z25LDTH 5,

HBEBRATSCCHIFERZFERLEZ TH
BT A b AT » 12 5% Mb oy E#(%
2 ooz,

F72, B B\THEGER, it DMD o Fiik
il GOF+SCC iz & - TifnisE Mb 3% L
W kR Z24THH DMD iz SCC iz s
HHBENEEZTWDBEZIATHD, ZDT
Z b % DMD fE#I ¢ b A, RERAL NS
Wil Mb iz 2 722, LarL, %o
BT {,GOF ##tH L THOKIZFFE->T
TR E 272w,

XA, DMD & L8z S
CC nADEHETIZME Mb o LA S 5
e H » 72 ¢ Fluothane # ffFRH L e v &
Mb iz FRL LTl eFH 2, GOF
FREETF DO FHREBIZ DT ZHTF 2+ 2R
&7z, ZLCZnFAEICIIREIRLZ L
i2 MboEA L ERZRRDIZ. Tebb,
= misolated arm methodiz k - T, SCCHiJh
BRHE T MLiE Mb (3 EH-23°, GOF % £
52 siIct-oTIELHTMbALERT B E
WL WEEEZHEHL I L2, Zix GOF
FRERIC X > CSCC o mEMAHEm I N
2ZEERTLAOTHS.

F Tz ~7z & 9 iz SCC # 5 /R F 17
FRERB) ClE R ABIZ < &5~ iE Mb 295 <
ERATE € THARBRZEETAFTOELL,
INRBIDFHs MbHIZE K 533 TH Y,
BT, /bRHEITCL GOF BREET O FHTRREE]
THECLREMZ AR T AP 2EHITL
DOH B, FERIZFNFERL 2w,

HERITH D SCCIzxtd 2 BZHET X
IREZ?, FARELEDLDTHNEGHES
ICHEBEZWRE L, EUEGH-CHEBESZND K
ZHET A EERSY, T, oI Aoc
F—# o SCC Iz 2 RZFHEREL 2
LEZ TS,

7] ]
1. ENEHCHEMN SR L MERRICIEZ
57:RA TS MEMDb 24512 L2 SC
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C zoftuzxdd BT R FiEEik~N, &K
EOMHEEICZR 52 L BRL.

2. ¥ AN oW DMD ¢ARF2 42 H
W SCCITX§ 2 W EMFE L 7225 SCC
DA TITFERZ M Mb o LA 1332 %
iz, Ly L, Filikse> GOF &5 EMpC
ATFAPIcLB SCCORZEEERLIZEZ
5, BLHTMb ER2EHZ, oz
12 & » T GOF #* SCC m i b HVE R % W5k
SELZEVHALNITE T2,

X #R

1) =&, NFEmE, 55 BEfE %,
FORERELE, FRE B MEIA o
DEREITRE T 2EFPEME S AT
—. ERPRPHREE, 18 : 835—836, 1978.

2) Miyoshi, K., Saito, S., Kawai, H., Kon-
do, A., Iwasa, M., Hayashi, T. and
Yagita, M. : Radioimmunoassay for
human myoglobin . methods and resu-
Its in patients with skeletal muscle or

myocardial disorders. J. Lab. Clin.
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3)

4)

5)

6)
7)

Med., 92:341—352, 1978.

Feldman, S. A. and Tyrrell, M. F. . A
new theory of the termination of action
of the muscle relaxants. Proc. Roy.
Soc. Med., 63 :692—695, 1970.
HHE—, BARRE, B R LV
HriR 38 AH 816512 DT, BRER 26:
342—344, 1977,

ZaFfOsk, FEME, BTEW, /UKH
IEE, PR E, fAkE—, SHFIE,
f=R{#H_ : Duchenne #ifg5> 2 b 7 7 4
—IENTERINE L ZNER. B R b
w7 4 —FEDFHENTTHICEE T 53R,
A epp HEE RO 52 FEF RS E,
p.222—226, 1978,

HHE— B

SEIS NFME, S5 B L %,
RIZ IE, BN, 4HE=, K L
I R miEMb 2R L T % Mt
BB, CERATRHENTSR [ 8% | 3E,
RO RIEBRIRIC B 2 ZEERYPTZE. BB
#0153 AT, p-211—214, 1979,
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M7 N7 7 AR

JokHE E B
WM HE P A ®d F B = s W A1 A
OB M M s M A ¥ B T & W
N3 o E = 4 f K

EFEELIZ, 852, 2= IgF—D
WHE—REFRLBBICI Y777 A
BREMMROSLZ 2 RHBL, —EHREERL
VP Zotg, EHIEMSCL TN LERE
YD L b, FEE LGN I A 0F—I2
LN FNETRZLIFEMRBREL2A2 LD
728, ARSUL, AEEL 5 IS HRRD 2 Ao F—
ZrU7F 77 R@ox v =2 BROE
MERORE W URIBIE S AT TH

~N35.

SR & Kk

*XHGAEBII, ERIRATRL & B BAARIR X 0
ST 2 Fx =) > I F—D 4 FHR (H
B2, RKTLERL1, HEL&ER1) BLU
FREBRHES A 7TIE1HRKR, £ 3>
BoKTitE 3 A ovF— & 2L 72 1 KR, Ha-
rtnup FIJE 1 KRNI EHE E TN FNLH—R
BELZTRBL CFAMBNARRBETH 5. ¥
BB EL TR, B R o7 4 —E, #HiE
JRERBHEIEZ L 57z,

FY TP oRBOBRREE
L—FY7F 77> 100mg/kg (HL, 4k
E50kg Ll Rizs g)#RBROARL, F0HTE

* BB AFERLEE—AH

—196—

%o & 24 W[ IR h o> kynurenic acid (KA),
xanthurenic acid (XA) # Satoh, Price 3
il L 72. [z kynurenine 7 & $fE o
hRRBED R CRIEL 2 272, XA D
BWBTiE, ©F 3 >BRENHEERET
2 728, T pyridoxal phosphate (PALP)
G L7

B =
1. ZTNrIFNRF—BIURED IFN
F—nIEDH

1) Fx=)) > IArvF—

AIE 4 KRN 47%%#(S. K158 F, O.T.9
M, M.T.29 M, I.K28@EM) &, e
FEL O BATEES D, &S0 mZEHE L dys-
morphic face, FHOE, LE, MBRZEDH
ERDEE &30, ERGMEET, A ~PEE
#EHE, F4 7 1 HEERIET, SRR
o) oy FEREDH, ZNFNoRHE
—REEE (1PcEoEH)) THo72, K
IZEETH B,

2) ERVERMMBHES L TAEE

fEH Sig. T. 3 &M, 4 TEeL Y floppy in-
fant THLHBAT IR 1L v A, Z0Ed B
AVERRSE, ENEMESATE R L 2HIREATIET
Hotz, EHOHENEE ICHUBGAIHIZE
#EHHAL B, B T I _EAAE T, dys-



morphic face, B % BeH7z. EMEHEE
Tix, /DEEEHE, 747 1 O BRENERE
& FZ A TIFHEDFR LB RH A Lz, L
»L, xA=lray FidaAs oz,
FIEFTIILLHETH Y, REIEEDEERKRAT

R & A RA2 5 iz,
3) ©%I>BAKFMI Ao F— (FH
5)

fEf) Sir., H.56 7&M, Hh4m: k0 4 8ikic
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