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4) BREBROZEIL : b1 BEHO KRG D
freeze-fracture replica HEFHIZ CHHEE Lo
caveolae ¥ % HFH W F5 1002 CHrEH S 72 Y
DEE AT 5 &, dystrophy BETI37.34/ 2,
control B£-Cl311.33/4% &, dystrophy # Tk L
Tw7z, X, dystrophy # Ti3{E % o caveolae o
BEFIDELI, BOTHRAEL 2 e bz, 72,
Aft1 HH 7 PLD #59 epon @R EIHER
12T 4, freeze-fracture iz k % caveolae =%t
I3 % & B b pinocytotic vesicle a2 on AN,
HIYE % 3Ba> 7z,

Z =

BiIE, #43%!3 dystrophy chicken & Ti3 #t 3k
Wb Tw231<, white fiber T# 3 PLDiEAS
red fiber ©& % ALD fi5 & ) Bz sbi% 158
FILIMIC dystrophic Ze 281t as4E U 232 i L
7z, 4, By AL CHARSL2HSE, HE
et L 5 morphometry, DPNH diaphorase
deposit #3tiz PLD Sz Rz 28 (LA R B L, #i
o] & | — o #5315 72, X dystrophy chicken
5 Tl3 embryo #loy SDH & 4%, oxidative en-
zyme FEHEFHCF ERET 2 AH Y, 4
{12 maturation ?MBIEATREZ FL T 5 23
4[], F.%(3 DPNH diaphorase &4 #* & high,
intermediate, low DPNH fiber (243} T, %o
B E & ERIZ A5 &, control #ETlE, L72
|2 low DPNH fiber #3513 % 7°, dystrophy
#Tl1,low DPNH fiber (32514 ¢, intermedi-
ate, high DPNH fiber b lt#H N FmWHEh b h -
72 L EOFER LY, 8 5 A 3.1k % 7> maturation
DEFEVHHZ b7z, X PLD # low DPNH
fiber 12/ C, [l— MRS IS XTIG 3 5 BEHT
i ko> DPNH formazan deposit $z ¢ 5§15 &
dystrophy #Cid, S fb#% 1B BIZZRIIZ oY
WAt 1GER B2 S Bimd AMm % i 7,
T 72 b b EER ML ¥ Tld, dystrophic
process DR EALIZ L < & L 3 b2 5 1
SERILLAC oxidative enzyme G DL E LT
BT bEIHALILEL -T2, XIOBET
13, HE @841 & 5 FEER<;, morpho-

metry 213781k % 5% ¥, anaerobic metabolism
{2 5 4 % phosphorylase, LDH, «-GPDH,
8RR i dE A #h o> acetylcholinesterase (- (3 8H
S A e it A% <, NADH diaphorase Ll # o
2854 %5 SDH, MDH
% o) oxidative enzyme |2 (3 [7] £k > {15 % 32
72. U k¥ & » 5, dystrophic process o #)
#1251t & L ¢ mitochondrial oxidative enzyme
RV DEE 2L TwdEFEZ LN,
N freeze-fracture #:12C, 41t 1 HHDEH/GIC
W, BN caveolae Fonikd~, EF,
DELILE & & 8, X epon @IRLZEA T, pinocy-
totic vesicle o ¥ 12 IS A% % 524> 7>, Brain
H¥0F, 3B 1M BICZH T, caveolae ¥#* dys-
trophy B ThiML CTv» 33 %, Schotland &, 93,
Duchenne %! dystropy <5 B ETIERITF i % 87
HFLTBY, BHREENELIZS BB T ~s2
BMEEZ 5,

aerobic metabolism

X R

1) Holliday, T. A., Julian, L. M., & Asmundson,
V. S. : Muscle growth in selected lines of
muscular dystrophic chickens. Anat. Rec.,
160 : 207—216, 1968.

2) Cosmos, E. : Enzymatic activity of differen-
tiating muscle fibers. Develop. Biol., 13 : 163
—181, 1966.

3) Cosmos, E., & Butler, J. : Differentiation of
fiber types in muscle of normal and dystro-
phic chickens. Exploratory concepts in mus-
cular dystrophy and related disorders. ed. A.
T. Milhorat. Excerpta Medica Foundation,
197—204, 1967.

4) Ashmore, C. R, & Doerr, L. : Oxidative
metabolism in Ske letal muscle of normal and
dystrophic chickens. Biochem. Med., 4 : 246
—259, 1970. '

5) Brain, R, Costello, B. S., & Shafiq, S. A. :
Freeze-Fracture study of muscle plasmalem-
ma in normal and dystrophic chickens.

Muscle & Nerve, 2 :191—201, 1979.



6) Schotland, D. L., Bonilla, E., & Van Meter,
M. : Duchenne dystrophy : Alteration in
muscle plasma membrane structure. Sci-

ence, 196 :1005—1007, 1977,



3) SHIRE DAMEERT, AR LERITE 5T

A F = B
islhE  0© m oH # N W W —  fa # % AT
" O® % — W B {8 R

SRR IZ R 240~60mm, H#10mm )/~ & %
6 2D L D Y, WL IREGESHICEIS L,
AR D U BB LI, 2T Y R > Twb,
BIZIZRULBY X b a7 4 —fET3H Duchenne,
limb-girdle, facioscapulohumeral type 7¢c &
BEFnH»RENDIRICL->TDH, 1TLALY
HIRGHREN D Z Lz vadY, ocular myop-
athy, descending ocular myopathy, oculopha-
ryngeal muscular dystrophy 7 & -Clx /IR
BEICRING, ,

I bnEBEER, NEBHBLUINL ZXET
BHMBREEH, MREGRY, MOBHBH I
RUDIBREZF->TVW3ZL2HEESEDI LD
Th5.

F2 ISR ORERE L H LIS T 5 72
LEE L bV, B EELIT- 2,

## *+
& BEIRELTHRIR B L OT @ ENHE DT DB,
WL 2B, T2hbbNENS, HEHS, T
5 2, HIOBIKICOWTRELZIT- 72, BEF
B3 5 ~365%. BLWIZT7 I 3THo72, IR
SZIWER, SNEH TIRAERL Y 5 mmEjEn
AL, THRIBTIIHBETH 5.
EVERTIE 3 ~4 kg DERRONED, NE
Bc DWW TR#EZIT- 72,

BEFE
ThsnkkikE, #hn#Fh Gomori-trichrome,

* RIPAFEFBEOEAR

phosphorylase, NADH, ATPase, PAS 3 %
ITvy, HBEFMIRBELZ LI E B %
1T 7z,

= £
. #HBEHOE M EHFR
HIZRT X HIC5 8%, 75, 36mBlicowT

HIE L 224558, SmEBITIR12.5, 7mBITIX15
o, 36EEBITIZ25 4 D> 4 DR SHAFLE L
TWwiz,

Fi, NEGE2EEESTALS &, BRE T
o 4 BEEFREL, BEFAITIEIH L 4 HE
DIPE BT EHb L, THEEEMNICHEL T
AbE, wThoflcd, M2 (7%HF) RT
S BRERM B> L HENFH DT, BREMHE
ABEERLINVKRECZI EIXHALLTH 72,

2. B M1EHZEL fiber type

MR fiber typelc DWW TiZ A E i 3
#%, & 0 & 2§ phosphorylase if+f5 T, INEXETE
BERIL XD ICIRPET 24 % type I, By
L% typell LT, Bt 4 HEELREL .

7TEBITH L A AMIEL7.5uDLDHE—7
T, fiber typeic k), > A DHMmHITIZHED
AL L o 72,

BEER{R & AR #5401 o> fiber type 2 N T & 2 &
7 A CHRERR T type Il A type TiC %<,
BREFITIXITE A EEI -2,

REIZ, Tn2DODtypedt 4 HIZZEEER
) & B TH~TA S &, type I, II3kiciRER
DG 4 BEEIKRENERZRL .,

3. S EREFO fiber type
BAEHE O fiber type [z oW Tz B@m = & <



30} Distribution of muscle fibers
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X2 Bkl EEREROFHE 4 EE (7 55)
Dubowitz » 43 ¥ it type 1 8 L Uf type Il + > Histochemical classification of
£13 A, B, COEtd oDz FHENT VD, human extraocular muscle
SRS % S RBIEARTA S &, NADH 3Juta Tt ATP-ase ATP-ase ATP-ase
P¥ B 4 I TUERRG TV 213 type 1 Th B 55, pH4.2 pH4.6 pH9.4
ZhHEL x> 4 % pH4.200 ATPase o6, CTA 5
YL, B type IOMTL & m L, Ytk 0 O o
DE» ST EIZ R > T3,
% = 2 ° o 0
b EL LIS, THBOEKRMF 2L bYW,
PH4.2, 4.6, 9.4 ATPase 5T, A2 D iFt 3 o o e
AT DWW TRETL 72 8%, R3ICRT 6 DR
ST 2ONRHREEL LT, 4 O O L
KICKRROWNEG 24D E, EFnkELiHe 5 o °
> 4 i% phosphorylase T3 NADH iv8T ki o
L, WU fiber type 2[R TE L w2 &3¢ 6 PY PY PY

L TH-72(H4),
3 ASEEf o fiber type



X4 RENERDEGY
& Gomori-trichrome 4ufs C: coarse
i NADH #ufs
# phosphorylase #:ff

% S

SRHE G (2 RS0 2 BRERGEED ICBI5- L TB D, 2
LOBHITMZELA TH ), MK LHICKRNT
Z\, % EEL DONRGORREDS I ST B,

SHIR G o ML LR e Iz BV Tl A 2oL, Z
v b, KR, *32, ¥, eI rThbn
255, ASMRGTIZ D L& b o)

S ElDFK 2 DAT - 72 E B TIZ SR s & 3t
i A BEEEAL, FEFEBOMEEETE
X2 &1/4~1/20EET, ZNIZEROER
WHREK Z Bh T SIS BIE L T B0 LA v,

F7z, BRERMIEIREH O 4 BEREICETD
52 LIZHLLT, XL E0EHWERTL, [H
LA RPBSEE N T 58 Z iU EE MR R
NEIZELDBIDEEZ L1,
Bt A DBEREIZKREL,
ABFEEI /NI EnbilTW3,

LR o> fiber type [2#)# Felderstruktur fi-
ber & Fibrillenstruktur fiber (2 4338 & #1172 H7)
1960412 ¢ D) #iffb 5278 A & #1 Fibrillenst-
ruktur (X fine fiber * granular fiber |Z 43 1T &
FHEEN

—fi% |2 en plaque 7Y

en grappe BNt

1, Felderstruktur (& coarse fiber |

fiber, G : glanular fiber, F : fine fiber.

723 ZDBITAEBFEL, B DI AELFEBRE L
Y 57w L 7 2o fiber type |25 FHiA ik &5
nTws,

WERD LATHN T B U_EIHEE%@ fiber type o
S TlE oxidative enzyme |2 & 2 Yvfs » phosp-
horylase Yufi, ¢ |1, [6 — & > /f T4 DY
HERTICL22b 57T, SRS TIRE LYttt
ERTLNLH Y, MR EE L o8 E SR IS
BT 5 Z L IZATRETH - 72, 72, —EBOHR
TIZHA LD L 912 coarse fiber, granular fi-
ber, fine fiber # W D45 HIcH CTlEsH s = &
LIR#EEE 2 sz,

& B3

4, FrrFE L MRHRFHEB L OT
FHHWBIE & V)RR ORIETH D, IEESIES
EDHE AT ZLIZTELHh 572,

1. ASHIRE & > A (2 & i EEZ BT
R EEEREE1/2~1/4DKETH -7,

2. HRERM & IREEM TR > 4 BERZ2ENTA
% &, IRERFIDF > 4 EEDHHIKE N £ p°
L TH - 7z,



3. ASHEEEpo> fiber type 3B & MW LH
ECoHETAILRREETH), 62NDFAL4 7
FETdorRLBeEZ LN, THIBRREMSR
BicBWTLiED L.
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DA AT 4 —F % B OE & Fi

—Ze 2k L O aberrant myofibrill

TR DV CT——

A

UiE APk

PAbLwe7 45— (Dy F %) 0EEGZ R
BREREICBRET S L, MMM 3IEREEY,
EHDEEFHEEIBHICHBRL T 3, Zh e
1312 RIS, % < @ myoblast, & % \»|3 myotube
»RDHLNDB & HITi B, »H B myoblast 2 my-
otube # L » T, HMHEDNEESLLAEZLTH, &
Wi F e, REGHENHENTFELZEZ 5
3, P2t 74 —HGORHICEFRTLIEHETH
5. FEHELE, YA T4 —HoOBEEZRET
LD, BHHRMNERLBELDONT AT
LT HEERBICEIE, DyF X HHBHD
EMEEBENHEFIREZBRL CEL, HR
HEICHIBT TR, DyFXo Btk %
R DT 2R RND—2TH 3 5%, BlaoHEEICD
WL, ZBEIEICZL VDT, 40X F DM
s Lo REZERT 5. 15, DyFXx>icak
& 115 myoblast |, KEG DY NDHIEHE DFLME %
INTDTH DD, BEIZIZ myofibril HEF] I BE
N ¥ % myoblast L, EBH LN BN T, Dy %> N
Bh R HELC 32 & M3 aberrant myofibril DA %,
BN FE L BRI TERT S,

v &

Dy 9% > (line 413) R UM & 5 % > (line 412)
K2I18WEMEHE, wIhnd 3WTD6FHIT,
HE%E 5 BA H40HICEHY, 1:BMMRIC TRBG
ZHEHM L, 0.1M gEeiREain2.5%glutaraldeh-
vde (pPH 7.3) cCREIE L7z, BEIZF 2 377 LB

* BRAFEFRMF R R ERE

o ¥ 5 4 W o oK

WOE

*

c X B REE, HDVIETLroREEm, B
»in{ Epon B LI 26D, BEEEY F=v7
LESEIC L2 EEATHL, BHEOREET-
7z,

# g

1. R BB bz, 28k H» s
HMbi% 5 BBICIZHIT 257, 26H BLUFMRZZH
DIBHEICRD LN D L HIC% B, ZERICIE, fEk
BRI TWD I ICEBE AL, AL
I BRI, IS RIS L 7 & S A
Bihade bz, AR/ M AER S
n, T-system Eni#A% TH %/ (caveol-
ae) IO THEMUL T3, /INZeo 058 %8
> THhDE, KL CEBHELWLESELE
L, TN ERBEICHL > TV 2050 H LN
72 (1), &h 5 BRI —AIC B RHE D FULER
CHFET B 20, 7 EROBATAL L
rotz, Fr¥rERNBEAL SV HHHER DL
A5 L, Dy F %> o T-system |3 & B2 4T
ERLTWS (F2). #- T, EEEnzEEIcE Y
- T 5 EFRIEEIX, T-system &F 2 2 DH%
LTHhAHY, Bio, ERROEREEORKELEH
AL, MERRWE IR LES LN,
LRI, wWihd Dy F% > 0 Mz
moiEE e L, T-system DIt k%ETHET 2D
DTH5H.

L2 LZad bl Tid, RIRoBEED Wi
BEggZicink Lo BRI ICERL T, /MEME
DIBEI RO LN D, ZNIFERBE L OMNE
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a kv L BERIKIC TR L 2 E R
(arrow head).b : ZelaiB#%E0 T3 K OHM
BB, BmEoRiciik L 2B RKiEE (arrow
heads) [CHipHEi#L T3, 33HH Dy +% >,

B ET%2 77 T-system (arrow heads). 33HHE Dy %>,



BIRD HEGET 5 &, Wikt kL 7zd ok
TEDNRYEEZ NS, T4 b b, T-system
DHT% L, Hi/IARD 72 2okFEE 2D S
BATREMEAH B .

Zehl & AT B i ARME A A B &, myofibril A8k
ICEMERR L, ZNATHMMED T 2 IS e L TR
HELILD, HH B myofibril dZEEE D 5 &, 22l
ISP L 2280 nic A L 72 b i (R 3), Ziodk
KO—HEXBLDEHEES NG,
btk 4 A B L
e Dy F% > icBvTid, MEFXizlL,
myoblast & % \» |3 myotube 2% < EH LI B,
Z 512 & F N5 M 7 myofibril (2, Allbrook
(1962V) 254543 % L - 12, 5 #H id B 1K o0 30 4530
2 T EMIC, BRFLLERIC D T R,
myofibril # {54 2 myofilament (%, % < &> my-
otube TIZIFIEHNERELZ R L 72, Lo L, DT

2 . aberrant myofibril 5% :

¥ myotube (2 B\ TlX, FhAEHED 1o it 2
L THLH S % myofibril #5388 & 4172, 4% my
otube (T BW T, FMAEEIICW I ENFED
myofibril 5% &7z, B4 T, 20k 5 %k
HiAAE &, Z AU AR B 55 RHE D BT o S i i
DERGHICEAE L, ZTHUSH > TERED/INED S
EVRRD LD, INLDFEL /IR, HiE
AR DRAICERL THREENTWBATR (Shi-
mada, 19711°) Lipton & Konigsberg, 1972%) * [4]
LERZLDINDEEZ LN 5. F—EARZ
YIH THET B L, ZO0MBOERD—EH0Y
KL TN FERI N,

Z Dk ) wHmEM%E % - 2 myofibril (2, — R
IEH & A% 25 AR HME o subsarcolemmal
region |Z 4 #1%Z X 41, \»HW % aberrant myofibril
ELTRHLNZ(EHS5).

3 ZefaBEREERIC A 5 1172 myofibril M EiEE (arrow). 33HH Dy Fx >,



4 Myotube(Mt) Iz & & #172 myofibril » % E 4. Myotube & parent fiber DAEXTY 2 MBI &
$ o) caveolae HRi L, —EbClAMiHOMIMMAED bk (arrow), Myotube WIS 13/
#o myofibril #: 2 5 #5 (arrow heads), 33HH Dy Fx >,

5 K5 EERIC 3885 & 115 aberrant myofibril (arrow), 33HE Dy X% >,



£ 2=

PER, Ao 74 —HOBEBENREFRRE
LT, Bt zeiaft, i3, fiber splitting, 55
RHEZ & OIS R BAARIC BT 2 IR BB ML
ZEPBEINTEY, WL OL DM
ZALLHALLICEINTEL, LErLINSDER
DRI, W E & > TATHRENHER,
MREHER, HEVEHWRICREEI NI LNT
i37cwv, Thbbh, EBRMIA NF—2F308E
DHEBICHKBL TRDHLNZLNTH S, Zh
LD H, BEROMHFENZLE L TE, 1)
B/ Rk ks L U4 (Banker, 1967)2) 2 )
T-systemd ik & f T-system I L 3
tubular networks ?#2pk (Schotland 1970)9 A5
WEINTET,

Dy FX>ic A b5 22 Jl B2 (3 RS S e
FHET 3728, ToBROEEFEL2 FEOEROR
HEHEEDT LD 2T 23HKAEHMThA, Baskin
(1970) i3 B/ MR DIk 2 RET 55852 L Tw
%, /1 5(1978)® |2 Mg-dependent ATPase
B R B LT, B/ NADIL K F L T 3,
—5, Malouf & Sommer(1976)8 |3 horseradish
peroxidase # tracer * L THw, Dy Fx>ich
7% T-system k% EEL T3, SEDE
HLDBE TR, ZRECBITLNEOEE, B
BZERIES L OERESE & 0BT RL &b
oL, ElaoRIFEE LT T-system dyik %
MFL 72w, Lo L, FEEcH/hikodikd,
BELYLHFLET I8, HRENESE 2554
KCEELZ Lh -7z, Hrotracerk B LT
SHBROME DG LELBb D, ZRLGEERHOmMYy-
ofibril HZMEEIEIZ, RS 2B MmENE
D—RWELNHBLEZLNDD, ZREFNLD
DFEHEE IR Z 20w,

Myofilament 35 & t* myofibril ?EEH| A % ik
ETBRFICBIL T, RIEFEEL LRI Z
L5 Twvi v, Cytoplasmic streaming o Bj 5
(Fischman, 1967)%) % 2 VI3 RH & LB RHEDS
BREZEZ2EL T3 Z 2 Zh ks, Znsofi-
lament #5 L v~ fibril AT 2822 2FH 2 F L T
W3 LD EMEEINTW S, myofibril ;L ElL,

Z DB ERIC filament 55K FE T2 Z 212 & - TAT
b, Hb5—ENDKIICLdE{EETELDE
FEZLNTw3, ZihlcDwTid, autoradiogra-
phy iz & % Morkin (1970)? n#iErH 5, Z N k
9 % —i# > myofibril BB, B D%k
WICBWTHEHEIN, TOHERELT, HHiMED
LG ERD & BARERIC B - T, myofibril E& S
B F L5 (Allbrook, 1962)7.

SEFEE LHEEEL 2 2 A13, myofibriloy B
B3 % 7~ myotube %, BB RHE L BEAL D B
ZETHB., »BFEER, DyFxicasnsg
aberrant myofibril »EHH—> & L T, BEX
myotube DELEIC L 2 EEMEZTRE T2 LN TH
%, aberrant myofibril » ff:g ring fiber & 1#(3
NB3LDEDRRICOWTIZ, BELRBLiE~N
TR % Z T,

% &=

Dy # %> (line 413) XK 2 FHVv, B
DB L AR BHENEHENBRE LTV, Bl
To#EE 272,
1) ZERankEiE & LT T-system oI55 & 5
L odznt, BARKOBEELBEETE ko,
2 ) myofibril o BARZEMEIETEI, ZIIOHRBE
D—HWEZN S35, 3) W3 aberrant myo-
fibril H KD —E 3, myofibril o B¥EF % L
o IRHEBHI L R L DBATH B LHEEER
ns,
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2 BlF 3 activated

satellite cell [c>\WCT—k BT > A A —}
777 4 —Ik BEET—

/J ~ =

gt 118

B 0]
Mauroiz Lk » THIH THH#LE&IC 31T % satellite
cell DFEELHEI N TLEK, ZoMariEx
IFARF—IZBTHEML TWBZ EXBELP L

% - TH/z, Nsatellite cell dEEIC L 5 F2RE
2ZERIMFE S &, satellite cell #¥ myoblast {2 #4547

T3 EhHEEI N, HRMEoEEICEE LR
FRL TSI LI LY -2,

4-[Al %L1, dystrophic chicken(DC) r control
chicken (CC) (z3H-Thymidine (*H-TdR)#% %
5. DNA &Bifg % # satellite cell Bl % acti-
vated satellite cell #¥:5firadioautography iz X
n gz, DCIz $v»Tactivated satellite cell
Whn: z o2 BT 2B L 2.

vl &

{1 H 221H0 DC,CCExnZh 2 B, &8
8 J1 pectoralis muscle # v 72, 1Lk 1 H
» DC, CCiz 6 B4 4 [, &560~67uCi/g,
H16i%21 H o DC, CCizizAite2~25uCi/gor*H
-TdR % BEREPIEEST L, BAciEsd 6 ReRfikic AR
L7z, B#1%1E b pectoralis muscle N EIER
FRRERL, 3%I7NF—NTNT e F 05 HEE
E, APV A MREE RIS T4 TR 1 %
F 2 37 AR T ER30SHEIEE. )V —XT N
a—nBLU7TaL > F XY A4 FTHKEepon-
araldite [ 38 L 72, ES 1 umoEREP{ERL,

* EMXZEFBHE=AM
* % (S AFEFBE-HL

*
E=K

A m B 4

AT~ CiHh#HE coronal section & LA %
1D Z 4 Frdz kicHieiz,

Dipping? iz & ¥ Sakura NR-M2 »ZLEI % 7%
BART2MFICHFERL 2RI ERE2 2~ 38
@l 721, LIz el, EE28C, &
BE70~80% N LIIERI TReIE, K\ T4 °Coimk
BN T30 MFEHL /2. SDX - 1 Bl%i20°C,

4 SMEBUE, EFBIALAL DT N—BBERICT
RWIREZIT > 72,

EAREMmRELY > XTREL, 1 &¥HI D &1004%
B & #1272, ko labeling index % &, acti-
vated satellite cell HIHISAFE L2 HFH L 72,

Labeling index=

13890°H-TdRi= t - Tlabel & fLr-kis
LRI 2 N e DR

& 5123H-TdR iz X » T label & .t 724 D8R
BT HE BB 2 4T o 72,

X100

& 2

EBEMEM 1 DC, CCnikiz1 H, 21HMla-
beling index i35 1 I27”F. $1ki%1 B T2 DC
o labeling index=4.19, CC labeling index = .
4.54 T F HRIC activated satellite celldHiZg
HEEICH L L EIT - 12,

216121 H ¢iz DC o labeling index=5.68,
CC o labeling index =3.86C DC ;4% activat-
ed satellite cell HHEFIEE»Z W FHEE L7,

FRESHIEREE | 3.k 1 B i3 DC,CC 4ic3H-
TdR HE YA E L Tv 54H%iF chromatin o) Hg



W2 WERIEDE TH 72 (B ).

3 fb#221H iz, DCic Wiz *H-TdR nHx
DA N72EED KERSIE, chromatin (25 € AR
FotkTah -7 (K2). fic chromatin D2 7%
WERZ DA~ DT A& L B L7z, CC T

SH-TdR /o EL Y A A 1355 A & A chromatin= iy &
RO TH - 72 A BB L 2R Tl acti-
vated satellite cell * Z=E#R#HE, Zela it & W)
L BIRIZRE LR L s - 72,

I DC1H, Moz *H-TdR OB D iAADH b 72dKF & L T
BEEEND, (X1,000)

2 CC21H. %FEio chromatiniZ &

(=1

AhHLNS,  (X1,000)

ko SH-TAR OB ) 5A



=1 ML 1 B £ 21H o dystrophic chicken (DC)
& control chicken (CC) o labeling index.

Chicken mean & SD
cC (1d ) 4.54 + 0.17
DC ( 1d ) 4.19 + 2.24
CC ( 21d ) 3.86 + 2.02
DC ( 214 ) 5.68 + 4.54

£ =

19614F Mauro #%4 L f; D EFAIIERE T,
B LD LB D, EWEREEEBEMICFE
" L, cytoplasma ?Z L i % B H L satellite cell
L&D, FOBROBEDVNO T2 oy satellite
cell 3feAEM & BB/ ERICHML, B
{3 free ribosome, rough ER, Goldi 2%{&, mito-
chondria, o 3 fp <> actin filament, myosin
filament, T-system DFFE L EHHLHEL D,
satellite cell {3 myoblast 12251k L 18 2f8H % #%
S 72T H B Z EHXBEBFENE» LHEESI NS
ICE -7z,

—773H-TdR # chick nEENICEHN TS LE
HiZ DNAAKZIT-> T2 SHIDEICIRD A F
b, radioautography iz & Y o> B Rk
FerLrEns (A1, 2).24FFHAIC 6 K

B &ic 4 BPH-TdR # &4 2% & DNAZ AR

NE%V;1
satellite

LT3 EIUTREICBRIUTE 20T,
Bic & D EEEIC DNA 288 L Tw3
cell B+, activated satellite cell ZFEEKICRET
&7z, DC & CC t nbEMmET TIL, b1 HT
iz, S H-TdR oE M ATk (activated satellite
cell) o MBUHAEIIWEICEIT L {, XIEESEMN
1213 chromatin?d 2 WERIE DD TEA £ TH -
72. &1t 1 B i3 DC & CCic activated sate-
llite cell »MBAE B L UTEIEFENE S 5 L ED
oz &, HMEEZTIIHmENMHIZ sate-
llite cell DFEWALDE CEVAI L WI EEZRLT
W3, HOBELLL TIDBHDL DIIFEA L

Hsimyoblast F THILL Tw5b Z EHHEEI NS,

DC Tit s-1bi% 2 38~ 38R T flip test 25F51E
e, KIBOHIMETAHEL» T, TEER
o b elainsE, MRS R L T DC Tz
IO SR EIYHBE I N LB bR
3. o (fbBi%218) k3 DC & CC
o activated satellite cell »HFHEIZ DC nF
BEL I o T b, FREENICIE CC TIXFRA EHF
chromatin |2 B LR KL TH » 7257, DC T3 iRk
LS I chromatin D Ze WERIREATHIR L T
7z, $E- TIMbL#%21 B T3 Bl e dticsa-
tellite cell iEMALA*H Y, —F T myoblast
IKBETLTw3 it Bbhi,

Satellite cell 275M:{L & #1, myoblast = %%
$ 5 728IC it parent AN EIU L DNEK
EEZLNTWEA, SEBEL R T, 3H-
TdR %2 A A 72K ZEVE M 4E, Z2 R
WIZ B E Loz, L LSBOEBEIZRTH
Wt coronal section NIEARTH 5 NDTHIEH
##Elo ¥ L longitudinal section Az & n &=
HHE, ZelAiME & activated satellite cell ?Bg;H
I 5 Z &, & 5z B radioautography i< k
N 3H-TdR /»EL 1) ;A £ 11 5 ¥ (activated satellite
cell) & ZDIURDIEMEE D BRI LETH 5.

& B

1. 3H-TdR iz & % activated satellite cell?
H B E o f&ET ¢, DC 1 B labeling index=4.19,
CC 1 H labeling index=4.54%(37%» - 72, 31t
1#%21H iz DC labeling index=5.68, CC label-
ing index=3.86T& Y, DCIZ i}t % activated
satellite cell HHIRSEH L h - 72,

2. WAz 1bi% 1 B Tik DC, CC 3z
chromatin > 2> WERFE D% AT KER 5 TH - 722,
{6121 8 Tix DC iZ chromatin o 7 WERFEZ D
¥4 & chromatin (2 E LKA A 5 1, CC Tl
FhA &7 chromatin (2 E LR DOIETH - 72,
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6) EERUBHIAba7 4 —FF 2 BREEG
T B ZIEARE D R

B8

W 7eteh 118
VAN

k2 IZIEH X (White Leghorn) #{#F L,
EFEERTAY, REMEHOERERE T, B85
Bz e U BEBICHERE R 1, T explant #Ric
WIRAR R ME R U # A & 7 5 Kv» bridge 7¢
k&, TEMEIERBICHLEENY tro-
phic 2@ H 252 52 L #RL, BIc 2zl
FiecRZ o RBBVIEFBRTROBAZ L - 2T
BRELED, TOWMICHLT 2 L Bbi s
IZBRB L 22 80k B Wiz ik AChE HiEtE % 32
¥, EFHEAEREICH L innervation L Tw»
ZAEEE ZfRREL 220,

—%4, B A7 4 —E(UTHI R EET)
DEREIC AL IS LT 2 R, &,
o L DR REMRESIRIC L 2XEHD P X
Fe 74 —BREOHBROREY LREE 3
TETHN, LrIHY RABEHISHT 5 M
BROBEFEEADIENT, EERUB I AFX
SRR R UBRBOBMED BV IIE2 O
BEEELERL, B E2T- 72

KB FH &

IEH RV A5iF11H B (Line 412 % 1413)
DRI EARFESETICEENIC L DL, &
EHPRTHYIL, aF7—5CEBRHHN—RAY v T
Iz explant L, 2 H1%13 8 B SEERE ML % 6]
HicrOHL, BRACEABLZ T E VRE,

* EMAFESFBE=AH
* * (EMAFESFIRHE MR

N OB % M B

*

&

* k

73
7 & ok & E

BEEEDGEE, KK INH2~3 mmEEL T
explant L 7z, B4 5 R U RHEEE OB RO
MBEICHHEL A2 Tom B, AR
DA, By AHans, CIEFERRBESD
A, Dy 2 @@xkmios, EEEH+ERR
MR, FIEEH+5 o AR, G
Z 5+ EE AR, HEo A8+ A38%
MERER, ¥E3EMIL, Eagles MEM with Hank’s
salts 80%, BMmiE15%, Embryonic juice (38X
9 HB) 5%, penicillin 200u/ml,(glucose 5g/1,
NaHCO; TpHEH%) #{#EMEL, 3 OEER %
¥R, FINLATFHZESDER TRBOBSE 21TV, [FH
1z, Jenner-Giemsa ¥ufs, Gomori-Trichrome
Yufs, Bodian #5838 Y4ufa, Karnovsky-Roots 255k
(buffer pH5.0) iz & 5 AChE 3¢ 4T\ HIiE#
HEDREAT, AChE BHOBFEONREEZ H b TIT

-7z,

KEE#HER

I, mpEIRIEE
RHLEhIERETIX, IBH, PR F X L LHF
FASIZ24RE I LI IC B A 2 RO A MR & % B,
2 ~ 3 B Hiz explant % duiaic S5 & MALIZ IZITH
FHRICHUHR L, mEOHMORME, HEME
DFEHICH L X% BOL VY, BT RAHNF
HSIEH 512 e L 7 B E oy R N el A B S22
2h 5. BHEMEORIIC SHEOBABIIL 7214,
Wi E LI 3~7 BIcHRIUMEAIAE D,
I KREBICRAEL T, 6 ~11RICHE L LB



EERL, 2B TIEmMEICIE-, E) LR
BHLNL N, FO, Y AWIT16~19HELL
0D Zefagst, BERUHTE g UAK AT HEIE, T B AR
{EWFgs, ZoME3 M0 A L, 3 LIRS 3R
2R L 72 A IE 50 S ST B Y, BEBUZKD
1T 20 LAvMuwiMigEZzogkd b3 »ERF
T2, FrUcHL, EFHIE, 48F THERINI,
ZDBREITEMEME L IED S

1. TESEEHERIEE

4% AR B R T3, explant 1% 24 K¢ L
Mo explant & 0 #EEEAEEHHE B AR, B RIS
U, |12 dan < explant & 0 /NS AR AL A
W L, KERhEEHIIIE explant #Pic & < HERES
NTHY, Wi e LA AR R HE R IR
BT EMICHEE S AL, 2 oMM, BEE
LA ERED LN L -T2,

| BB By ARG R 3 B H, AAHEEEAMER 100 . BRI E K

2L,

ANFURRR AN (] REN) Afmigrate L TE T35,

TE Y AR ET RIS 108 B, (IAHZEEEMEE 100 5. explant HHIC &R

L T 3 R 2R Y.



I, B8 + XA EE GBS

ERFETIX, FNFNoexplant L ) %

=g

g, ZCRERPREARMEDT 2 L2 AU TR RIS Ok
&, W3 ~ 5 HEUCIZR 2 nin, ke

3 75 5 A B U B f,
ELTw <, Bl B FBE,

EICZD LEEZRED B WIEL
Tl U2 1 oD I L

I3 HEEDNGE E M L A D I W,

I & DPFEEEFE N FT AL ) WEIZ R <, #

I

F

ey TRV 2 8o 72, PREREFEOHA, v
MDA LT TLERE 3,
5 HI B A8 12 B A % o IS R A AE H Y % bridge
AR E 115, Bodian § Y (0 T Rk 1 HE

222, MEH

A&, FRICHEL,

5 4N < i explant [z

HE (T 55 M0 A 1 Bl L e D o 1
REZ KD D T EERK DI

Lo MM KREELNELNER DS, EIZ

S AR HE X ) o> explant |

&0 BRI T B MBI i > TR UL

X 2

na

i

W
o

4 HH, IEH Q@AM
MRHEIZ, R M I B,

123 L 72 1%, # 7 explant

j,

EE:0]

Bz,

5 (B3 ,4TF). 3~4:BLKIZ, BFHEEIEDN
ML DU L, HAREEFEIC L RIFT, BIC ex-
plant, bridge {5 % (i PiJ IRESIC L A B 8L v
Wi & iled 7z, WHEOREEIZIES, B2 2/Hiciz
S &N LETEDOLN L7, IEERHEIEE
F 7203 o AR IREAEE O 5532 T3 6 BLLER
DHEFFATWRETH - 72, — ), P A EIEE Z
723 2 A IRARE OO R TIE, B R
BRI LY, Ml kS ey, 23~
26 HEE D & i ¥ Z I3 M+ bhed 7, 4 2R
m<, WEMEOHEML T a i hs, WL 8
FH/N—2) v THRTY & CHEFF S LA I B
=72,

(AChE Yu 1) #j & 2R DG 538 TI134 258

2% bridge # 2k L 72 & &£ o explant il i
ML DI B~ +Hu D SR D 5 i ko
AChE &g multlple ICRESH LN, FDH% 3

2 H BOFERZNG, (CAHZSEEE 100 15,
BiE, BHEL TWw(



WP AEEEE30H H, IEH CEMELHEI28H H, Bodian #Fsyf
LR D BIRE R, K, GRS explant #F, £, % explant 5. ifij explant

fijiz K v» bridge 25X E LT 5,

T Cbridge i (| KEN) DIEKEE, 200 %, REEERGHEDSEICE S TW5,
AT o explant 5L D) B (%) D3 KEE, 200 f%. explantific & |
7o MR ARHEIZ I explant BR& D HERICMIONH L T 2 B s s L 720 5% & 1%
ELTW3S,




Pl R AN B bridge 4R D 155 B 5 B Ak, 2k
Ak, Sk, #ko AChE &G »* multiple (=
BH LN (X5, i) 3 ~ 4 B
B2 explant & ) BRSO L T 5
o explant fil] 2 #0802 L € AChE 557514 2 multiple
ICE2eH 7z, RWIEEFE T, o explant L O iy T v
LMD E - Mo E I Bt wll Fic b
72 o THKICHEEL L 72 AChE &G % 386, 72
Rz Rae 25 U 72 W A ok o diis L 72 AChE i1

Z1%,explant |4,

NS AW A

(AChE + Bodian g£48, #mEyefs) AChE g6
DiF AR, GFE, FhE, BEL TR
AR HED A & 1, 5 FTEIc/R3 = & < AChE
I TEARALIC # B MR 2 3 72, RIS A
6 % 1 AM e 1 Bl 9 2 AT IS BRI R L i fl B
Pefu, AHLEZ BR TR DR Z K, Fio—EBiZ
FHEL T ML D 5, ZTORKRIMICD
AChE @61 % i8> 72,

X4 #y AgEsEE3H B, EWCEMRE221H 8,

- &N LzpMiac, #o

. BRI

fUAHZE SRS 100 1
LT b AR D ) B, IS %“Jr%L’CWé (W&
BN, —75, B ) TOFMIO T 0%, B gL, HMlompl, T imhs -

w3



X 5

By EEEEEEE2IH H, EWQMREI19H H, AChE s, 200 f%, %
B L 72 S o B8 1 SOk B B W i ftk oo AChE & iE MRz 2 multiple (2525 5,
TE  EHEEEESHE, Y ALEMEE21H B, AChE, Bodian ZERE A,
500 1. Wi ENAChE &iEMEA (WRE) 12, MMt L T & 220 Bt
e (L EE) 2BboTWEEERT.



% =

B2t a7 —EICNY 3 MERTFOBS X
HEDBEE SN TE 2% KRIRLPIZ, THS
EHFMOPFELERER VP TIKB DA D BIREIE LT
T, P ABMIZIEEHICH LR BEEHMEL,
R L DHFESRZRETH, BHMERL )V RHES
N3H, By AHHIELEERET LI L 2R,
B AT X HOEHERHEERT»KRTH S &
F iz, GEOHR2ZDERTIS, TRERMBEH Mg
FECIE, MBICHLAEIT AL, HHIhEET
By AR EEREL, HFEEENSA,
EHHDVEIHY ALEREEHOWTLOMAE
WTYH, IEEHIL VRSN, B2 Az
ML VR CHFI NS Y, IR BMEEE
SN BLIEEREL, FHMEoEEIEAMR LR
LM &R L7z, LEDORRY» L, FHRUOLE
AR, — RO BB OMERHCE ST 5 tro-
phic ZINFH»HET D EBbdd, HrRFx
>HY R a7 -3, HEERTFORES X
D, HTHEHFOMEI;KREWEHEZINS.

—7h, B ERBRHEOWTNOMEREIET
L, FBRGHEMEFRICKL, RUM#EI L, »
DOW# ) explant Bz, MR & TREMES 5 7
% bridge »sFZH% & #1, trophic effect»s# 2z &
7. Crain®, Nurse 593, #3%S5 o F Bi&H &
WIEMPER D F B 853E T, a-tubocurarine, o-bunga-
rotoxin T block & 11 % nicotinic cholinergic syn-
apse # FRH 7z 0%, M bEY, EEAMORTIIITL
bhTwiwv, ek, Bl ECEA2Z2L -2
R R D FETEL, AChE ¥efs 5 i1 multiple
ICE G % @2, AChE, Bodian §§43 % §ufs T,
AChE #iS HEEMILIC 35 b 2 MR 2 o, B,
B AF X BBBICHL, &M innerva-
tion L TW 3 ATHEMEA HESRE I L7z, T oo smIcEAL
T, BICEQAEEZN, BHEMICHREFTH 3,
M EE o trophic 7 RF-#finnervation}= k 3 1,
D, FRBERTFIEFLET 2 DH, Bz F

TS MR DHEFFICIRBIZR L T30 )
P ESRICEREINREEEbN S,

it =

1. By A MBS ER HEMIEIEIC L
BAEERET 5,

2. WERMEEHBEMEEETIIER, B XM
IS L ER DDLU,

3. EFEBHICREMREE 2 FEREFET 2 L
Jalarra L ) REAMMRE I NS,

4. Y AR L REMEE OB, B8
HMIEIRIc L, BURABIRIVECHEINS
%, IEWHEBEENEA LN B HRET 3.

5. 3, 4, &LHFELCRREEEIIER,
B ADWTNTLEZED LW, E->THI R
FEXCHOEMEIHEAFORMEIKRE W EHESR
ns,

X 7
1) /EE, THIBEEE, BRIEIIH, | ERERY
123 B RN REICH T 3 EROFSR
(&), BER2OMAAHEHRYLEBRE T s
LB L UEEEI SR, 26, 1979,
SR, whrpEME  BEEMREER. WET6 M &
JF ik, B, F#E, p-250, 1956,
3) KRG, AMEE, MEIBEMIIA  in vitroTon
BZRF X DM - BREAGITOWT, Hrx
b a7 4 —fEDIEBERIRNTE, LASHE, PEH 52 4
ERFRR s, 77, 1977, ‘
Crain, S. E. & Peterson, E. R. : Development

2

~—

4

~

of neural connections in culture. Ann. N.Y.
Acad. Sci.,28: 6, 1974,

5) Nurse, C. A. & O’Lague, P. H. : Formation of
cholinergic synapses between dissociated sy-
mpathetic neurons and skeletal myotubes of
the rat in cell culture, Proc. Nat. Acad. Sci.
USA, 72:1955, 1975,



) A0 74— BT 5HE X IREAGH

ok o oK

WohE M O F W OF 5 W i —

T L &®Ic
WATHESH > A e 7 4 —EOKEICEHEL T,
Hrata7 4 —#BEZ0RBETLE L 2KE
WX ENTwS, 40, KxidHoxtba7
4 —FBOFHEMIC PAS 6 Cilt 3 2 B i
SEFETHRICERAL, B RAtu 74—
BT 2 HERBORE 2T 4 -72, X, ERkL0 2
DFEHPHBIZIN T REREICEAL T, K

BRUBRANDEEBREL LERF 2175 - .

5 &

o R bFo7 4 —% (linedl13, HHvAH), IE
Xt (line 412, EHE) RU20H HEIE (F
T ABIK, EFEBIR) DX & otTiclwz,
yEfCEc B L Tz, Keppler & DeckerP oy f5ikiz
X b, Amyloglucosidase #FHW 7Y a—45"> &
BEAELA, —8BIZHLN 77 a— > 2B
L, Ao sETERLAE, X, WALFEIEEREL
®Ef$ 5 BT, Schmid & Mahler? o> iz it
vy, in vitro TIRAEDILEBERK 2T 4 b7z,

JRE D& HTid Folch mFgic L DR 2B L,
WIRE, VYRE, avAaTue—nEzERLL,
) U NE RIS Bartlett o £ ), v 25
— VDFERLL Searcy LY nHEI L7, Y I
Biz@Egrso~et 7774 —ic&h), Zuvakn
LAY —nK=65:25. 4 DEMHT—KT
BEICEDHEL, LROFETY > EREZITHE

- 72,

* BT RBHREARELS Y —KBHARE—S

*

& 3
7 a—4 ERIBEERL ) IEEHT.6mg/g
lox L, By x#56.2mg/g T&H 5. noncollagen
protein (NCP) 4 Dic#81§2 &, E##E39mg/g
NCP, v 2#52mg/gNCP Ly X CEii%
KL (RI-A), 7)) a—r>2lBLAIEL
ELFEREAEmERLZ (R 1-B). Xic, 7

#= | Glycogen content

Control Dystrophy
A. 7.64 mg/g 6.18 mg/g
B. 6.55 5.40

)a—rrFRAER L0, WRAMERVELRETL
72, BEEL ) HILEEERKIZ, IEH#18.2¢mole/
g-30min (2% L, ¥ X#8.6umole/g-30min &
B AETHL/2ITETLCwR, X EHATH
7 a—5r & RIBRICMZ, FERICERZIT
Aotz T TIZIEEES52umole/g - 30min,
¥ 2 $#18umole/g - 30min X i P AFHTIET L T
Wiz, NCP ) ¢d,1/2~1/3I{&TLTw
2 (F2).

BHE S TlE, RIBEIZIEF#HE11.2+£5.4

#£ 2 Anaerobic glycolysis in vitro
(x mole lactate /g /30min.)

Control Dystrophy
no addition 18.15 8.64
with glycogen 52.26 18.38




- mg/g (6.4~22.1mg/g), ¥ R¥424.5+11.7mg/

g (11.6~33.5mg/g), ) »HEHIE, EHF4. 1+
0.5mg/g (3.5~5.0mg/g), B A#6.2+1.3
mg/g (5.0~7.5mg/g), IV RFu—ni, IE
W51.35+0.41mg/g (0.74~2.10mg/g),
2 #3.36+0.74mg/g (1.31~4.19mg/g) &+~
THZ A TRMERL22(R3), THEOEIIE
FREIC BV TIRER® 2%, ) IRERF 2L R
TE—NICEBNWTIIERF. 1% THE ¥ H
BEThHotz,

%3 Muscle lipid content (adult)

Control (9) Dystrophy(5)

Total lipid 11.245.4 mg/g 24.5+11.7 mg/g

Phospholipid 4.110.5 6.2+1.3
Cholesterol 1.3510.41 3.3610.74
(MeantsD)

JyURREOESEICEL TE, R 74> 33
y> (Sph) IF, E##11.7%, %2 2 #18.2%
LU RBTHEmML, Vi F o, EEETL.1%,
By 23 60.5% LHIPRABTERTE2RL (R
4), X, Rouser 5izft-> T RIGCERA%1T% »
Ty, FEBEOEmMEED TS,

£4 ) VIREESE

*E(G) a5y KMEE) BP2d)
DPG 0.3%  0.3%  25%  2.0%
PE 9.9 11.1 27.6 27.1
PC 71.1 60.5* 60.1 58.3
Sph 11.7 18.2* 9.6 11.9
PS+PI 7.0 9.9 0.2 0.2
*P=0.02
(R&5E)

DPG: w4 ty, PE: % /07 3 05 H,
PC: 2 > 4B H, Sph: 2747312,
PS+PI: &) > BLrS /) o —EEREZ DM

208 HER ORESIT T, RIEHIZIEES
I£20.0mg/g, £ X#EL20.3mg/g, V) CIREI
IEHE IR .8mg/g, # 2 X$IF10.0mg/g, 21 2

T u—JUIIIEEBIR4.5mg/g, B X FEIR4.0mg
/g P ABIRT, BENY »IRENBM %
LMY, MBICERLEZIR N> -7 (R5).
IR Y IREESE TIE, EFE®HIES & U5
T ABROBICH B NZIIEED S Nich - 72(F4).

%5 Muscle lipid content (20 days embryo)

Control Dystrophy
Total lipid 20.0 mg/g 20.3 mg/g
Phospholipid 7.8 10.0
Cholesterol 4.5 4.0
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B3 LB 2B TIREML v, 2ok
22, PRI T4 —BDI) a—r GO
DHEIZE ZHEY D 5.

In vitro TORAIERYEC & 2 ILEBEKA, B
CAHEBTIERTLTCEY, BETHE ) a—4>
ERGEHMLCL,EEHBNHL/3IcLEFE -
e, BARICEZME*ZEEL (LB 2%
Tit, FUEBERIBETL T3 ¢H#EI NS, T
BREYICIE, 52 R Aldolase i1 %, 40~50
BIAET LT3 EHMESINLY 2 RBOFKW
#1213 phosphorylase &AM L, HEXD
HEATICHE > TIRT 2R L 725 2 D F a7 £
Tix, B 2 C¢LDH &A1/ 312K TFL T
Wz, PAMa7 Y —HiTI ORRICILBBERCIE
HOBRBENMETH»IEBD LN HEEIL, BHRE
BROFHRE»EERE L BEET 3RS H
2343, ZOMERECREZHITLATETH
5.
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8) M A bua7 4—F x> dorsal root ganglia @
nerve growth factor |Zx$ 2RIt & U8lC

WA Yo nerve growth factor-like immunore-

activity L <)L

ZES

R s E

HMEREIRERTF (nerve growth factor : N
GF) RS mE e, SRR MM
aogit, RRICHEAD—FEORYYR7FFTH
N, FICRKBRHEROBRBERICEE &2
5> Tw3D,

EELBIT BRI 74— T 2ANET
IR, BEBHHETPONGF LA EEeT72 LY
EAZ ZZ2HLAPICL TV 3299 403 NGF
EXREDHEEZ I LICRFT 2 20H TR+
T4 —F X EEETF X EH TROFHER
#hxEHs (dorsal root ganglia : DRG) ¢ NGF iz
XY 5 RIStES & UE S b BRI ZE 5 Wi
DEIEEH P NGF #5585 (NGF-like im-
munoreactivity : NGF-LI) # @l L 72,

L 7E & QP

BRrAT7—=FF I HTRALR T 4 —F
Xoidma— T »—BABR, EEF X T
Za— 7 —FE412F F Vv,

DRG O NGF 1287 32 RsHNEIE : B A b
v974—F%, EEFX>N8 BB I U4
&5 &5 DRG 235§ 2, Varon &% o 5 Hic ¢
WIEE F X% > g L Eagle’s MEM medium & -

Mo H N % %
* # E M B & 0

* EB RSP ISR L2
* ok AP EPEE—AR
* * x ESTEEFT S HRRGEAR

__-*

*

*

*

* %

TRAATRY LFERL 72 ANGF 2o A1
KA & 5 A 5 medium B ¢HEH L 72 DRG %52
FEY 5, 8BIEIZ37T°C TV 20 I RICSHSE T ¢
MY LM MRS LBEL, Fo%
ErELHEREELTO, +1, +2, + 3,
+4, +5nF>7ick ) #EH o NGFzx$
5 RGHE = B L 72, .

v RS TER ANGF 55! © H1%80H #ho» DD
FA Ry ZFT L) Varon 5905 8RR
L 72 7S NGF # CM-Sephadex C-50 # 5 2 7
O 7T 4 SIS ENEY T = MITHBEL,
¥j—% ANGF (B 72=v }) %7187,

BNGF Rk n a8 | Vaitukaitis &5 nF5i:
T7H XL T+ 2 ANGF i+ L,
ZOHMFED L7 A 7 SNGF 2443472 N
GF-Sepharose 4 B# 5 2 #HwT=7 2 #NG
F 3Btk 2 MM L 72,

125]- 8 NGF 8884 : S NGF 10ug (1041), 0.4
M ) BN, pH7.4 (50ul), 125I1-Na 1m
Ci(10p) ZIR& L, 795 3 T 10pg(1041) 211

- 2 30% MR Jin#%, Sephadex G-507% 5 4z & Y%

BEDIZT &3 L 72,.1251-8 NGF ) Hui& 11330 ~ 60
uCi/ug TH Y, FFRIKE DRBEEESIZ80
BLAETH - 72,

[E 48 radioimmunoassay % : # NGF 74 Rt
#%#0.06M } ) 2 - IEEEZ I PH 8.5 T 1 ug ~
Spg/ml OBEICHAML, KY2FL>Fa—7



12500l $¥o5HET 5, 4°CT—I/HMEL 2EN
KRB # B 50.05M ) = - IEEE#RE W pH 8.0
(0.075M#g{bF+ F ) 7 £,0.1% 7 > MiET VT 32
>, 0.02% 7 ZAbF bV T L) T2HEEET S,
ZDF 2 —T7ICBERK£500] §OMZ 4°C T
2ABFIE T 5. AR 2R E LERIER T 2 [k
&+ 5. DEIZ125] 8 NGF %5001 (#20,000
cpm) fmz 4 °C CT24BERRE L 7240 URIEE T
2mEEHL, Fa—T o EHEEE A )
K b Auto-LOGIC y 47> 7 —THEL 72,
radioimmunoassay AEEIOFESR! | KWL 725
X OHEIZHREL720.06M Y >~ ERiRET pH 7.2
(0.1mM PMSF, 0.1mM EDTA, 0.1% =7 > 1
WTNTI>) FTHRESFA XL, BN EE
OB R/MEIERIZS0%E L, —FEFEHEICRY

D& D HHIE33% F 721325% TH w72, NGF &iz
HANBEEHGRAS N TEHL 2.

& xR

SHEMNHI AL+ w74 —FX~0IF, E¥FX
IR & 2 1 {EEK$ Do & dorsal root ganglia %
L, e nlEn<7 2 8 NGF AL T T8
L2, 2 THicHEEORIG%, fEhic ANGF
BEX LY, ENGF RECTCHOREE7ay L
220 H | THDH, BEAIOMBESOKRE S, S
BUCIIWF X o HTEZZD U > 2HFEEFX
> DRG |3 ANGF 54 ng/ml CE KRG %RT 5
By AFw74—F%>DRGix162ng/ml T
*KREETL?, BivA a7 4—F%> DRG
IZIEH F % > DRG Lk Y KIGtHEAHEL, EEHF X

COMPARISON BETWEEN THE NERVE FIBER OUTGROWTH FROM DORSAL ROOT GANGLIA
DISSECTED FROM 8 DAY NORMAL- AND DYSTROPHY-CHICK EMBRYOS
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mouse B NGF ( ng/ml )
Tissue cultures were performed in the presence of various
amounts of mouse B NGF at 37°C for 24 hr.
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> DRG RRIBENIEZ VU EHTDdICR 3

EiBEN NGF »*LETH DL E2TEL T35,

ZoEEELIZELLAKRET S0 NGF )%
#—%(18ng/ml ) ic LT 20fE~40fE L ET %
L, ZToORBEZLREKELZHOA 2 EE3 T
b5, M2z HMIENH LA a7 4 —F X
LIEHF %> DRG RIGDGAHEERLIZLD
TH b, IEH DRG TII#E3E L Z23MENMREE O
I, 62%H5+ 3 %, 38%HT+ 4 BIRLIZDTHY
24 %> DRG i3+ 2 DR IE L 7R & 4 Wik
finsdys 1 C18%, dys 2 T3 %A bz, Fiz
BARRIGTH D+ 4 2 RTHEHOFESLER L
NIETL T, M3BEMOERZI4BNIES

HAWTAT- 2 NTHD, RIGOGHEH I A b
074 —FX% LIEHF X DRG THET S &
IEH T3+ 2 2R THERI 29602 T+ 3 £
LDHLI0%A LN, L L 3FoBHI At a
T4 —F XTI+ I3 EFRTHESHIZIECRLN
T, + 1 L2RE L WEHRE ORI RLE .,

T4 HI4BRTLH Y X5 %> DRG 3IEHF
XrnZznt N NGF o34 5 KIGHEA TV L H#E
EEN D, —Hxic DRG o» NGF #4423 it
i3 8 BIX DRG » % b & U BERICERT I 5,

Z 7214 BIE DRG 3 &I RIGHEAMRSE 3 1=
RTBYRARRIGIZ+ 3 L2 RELWn, ZORIG
o B2 iz DRG oM fifdain s

COMPARISON BETWEEN THE RESPONSIBILITIES TO MOUSE g NGF OF DORSAL
ROOT GANLIA FROM g DAY NORMAL AND DYSTROPHY CHICK EMBRYOS
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. 34 ganglia
4
50
0 N N 2
0 41 +2 43 +4
100 100
_| dystrophy case 1 dystrophy case 2 :
38 ganglia 32 ganglia
4 i 4
50 50
0 0
0 +1 +2 +3 + 0 +1 +2 +3 +4

Nerve Fiber Index

Tissue cultures were performed in the presence of mouse
8 NGF ( 18 ng/ml) at 37°C tor 24 hr.
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COMPARISON BETWEEN THE RESPONSIBILITIES TO MOUSE 8 NGF OF DORSAL
ROOT GANGLIA FROM 14 DAY NORMAL- AND DYSTROPHY-CHICK EMBRYOS

100 100
< normal dystrophy case 1 ™
4 21 ganglia 26 ganglia -
% ~ = z .
50 " 50
07 L i VT . 0
0 +1 +2 43 + 0 +1 +2 43 +4
100 100
4 dystrophy case 2 dystrophy case 3 -
_ 21 ganglia 17 ganglia 3
% i B Z
50 A - 50
0 - 0

0 +1 +2 +3 +4

0 +1 +2 +3 +4

Nerve Fiber Index

Tissue cultures were performed in the presence of mouse
B8 NGF ( 18 ng/ml ) at 37°C for 24 hr.

W Eo> NGF S2F RN B Eo HipZs{b 2 131248
BRAfRICH N, BEREEIEVEE NGF (233
3 FUSHED 7 Z OB I TiE IR 0RER I
WA Fa7 4 —F %> DRG s#E#iao> NGF
ZERIA L DEEN D b5 F 723 HENET
ZELRLTWH I EWREEND,
FTTIEELIYNCEY, R tu74—khE
2V 2B NGF L _ADIEE =7 21
BNETLTWRZEXRBENTWE, 208
BE%FX>TCRET L7200, REFBZOHBD
BPAMR 74 —F X EEEF X FAEG
D NGF-LI v =L 2 JE L HEE L 7=, BlEiz~<
AT 8 NGF R 2B L 228 25
VyFa—7%Aw3EMRIAETIT- 72, AIE
IRV HmIIEE (M. pectoralis), i —5g

# (M. biceps femoris), W& (M. adducto-
res) ND3FEHTH L, ZHHiET=7 X § NGF
ZIRER E L THWASA0EEMKIZR 4 nE
MTARL 22, 1315 ng/ml 3 TERBHTHETH 2.
SHREL 2B a7 4 —F %> 38 EHD
HiARE Y R — b ORI 2 Bl 2 72 13—
RS TRLZ. ZnsnFmRilgiziziz e NG
F ol e FTL 20, ZOHFETFX5H
W) NGF-LI v~V DRIENTIREE EZ b b,
M NGF-LI v~ 2R L7 R5 Th
5., £% 1 B2 H70HICE LI iIc L~
DEADVBZLNDEHIH A7 4 —F X2 LIE
WX OMICAEEZRBO 72, NES &
KEEZBAFHIZOWC L AR BRISHD L7008 3 T
WWELZHBRA a7 4 —F X L EEFX>



CALIBRATION CURVE USING A VARYING CONCENTRATION OF UNLABELED
MOUSE B NGF AND OF THE MUSCLE EXTRACTS OF DYSTROPHY CHICKEN

25 ¢ 16x 8x bx 2x 1x
dilution of the muscle extracts
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IN THE M. pectoralis OF DYSTROPHY AND NORMAL CHICKEN

LEVEL OF THE NERVE GROWTH FACTOR-LIKE IMMUNOREACTIVITY (NGF-LI)
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NGF-LI ( ng/mg wet tissue)
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b4 B Marcel Dekker, New York, 1972.
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CAbua7 4 —EREWMETNVICIBIT S

MRE R R AL E R 1 D5
(I1) Brepenih NGF-LI ~oig¥#

H O B E
s K OB R 8 Kk o4& k£ #m N BB s
ﬁ * = W & "
i L&l N, =2—IF3 > FRT7A4 MEDODTHXDOEN

MR EREKTF (nerve growth factor, N
GF) X, WA= 2 — o > D5k & BEREHERE R
HHE= 2 —o > OMUIC L ELEQETH
é, _V)NGFli, BN EEATHICHENLLY =
EHFHLENT 5, F72, v b DEFEERGME
Ja % T NGF O WEIEEPENLZ EHREN
72, FoER, BBERREEZLILICARA IO
4 —=7 2N NGF-like immunoreactivity (N
GF-L1 ) #»%, ~Fofichkl xREH TRED T
Hriri@ELL, PRALu 74 —2T7ADE
EBMFD 1 DOOWREHEE LT, BWMEBRERICL
SHBEMEAYD I FEZ LN TWDE, 22T,
HENIRE & B NGF-LI o852 3 5 H
BT, BfhE~ey 2o NGF-LI % one-si-
teiRIC k27044 LT v d Y TREL 2.

M¥ e Bk
. B-NGF OBt
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MREREELL /2,
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IR LTz,
#ﬁﬂﬁkﬁ% DRI —AE TARIMERS81 ST, ~E 7 1
> 16.0g/dl & %% polycythemia o fii[i] #7553
LIgh, RePR, MIEEMRE, FHEE, MmiFyRIBE
SR RBO LD -7z, B iMiE CPK fEAT166u
(IEH <90u), R 7 v 7 F>13607mg/ H & #%
EHL Tz,

N4 ks iz TSH, T, Ts, JRh17-OHCS,
17-KS 13 & CIEHEBE % s L 72. LA LYE R EAER
T50g 7 N —HE B 17 $£3045 12 (F 1 ME il A 201 mg/
dl, 2 #rRiMfiEA198mg/dl & LA L Twizht, 4 >~
2 1) >4 213u, 320u &z FabEAL, BB &
LHERIFIL 2R L 72,

.....

o e A
=X xlu T

7;:

s, e BT AR IE

LERIE, FEEEEo B, WEAMORR%E
BL722Y, LHEEORIZERD b Nhh > 7.

I. R, 30 V.8, Yale

%, ¥, Tibloiis anmterior

e e

x SRR X\ﬁ&x&\‘ . "4‘}%’?‘ "?5’&‘?}4 M‘MWM
AR YAk . !

AN

AN ?‘x SO
et

> RN

3 T.R,30Y.0.Male

Rt. M. Tibialis Anterior



it e M A 12 il i F1890ml, % vital capaci-
ty 48% & Al 2k L 72#¢, BERIE #1397.9%
T, WA R R AR E DT TH - 7.

BHEX . LRIKEHOBERTE (K 3), L
B RO 12 3R 3, SN R IR 12 6 mV o) giant
spike 2L L T, R BLHERF O NMU 294 L
Tww7z, L L—#k low voltage Do AL

Cus7z. peroneal nerve OJESNFHRE(R A Y153
m/sec TIEHBHEZ L 72,

WHAEARET R ¢ TE Ji0 i A AT A T R PR 5 9
=i i > Gomori trichrome ¥efac 20015 (X4,
) 210015 (R4, T) OFEHGEEY OHMERE
<l iGN & fibrosis g d sz, ok A LA R
DRI & L7z R AE R AR & 4, RER ML

4 FEEE
Gomori trichrome Zuff
_EEZ X200, TEXx100

P mirE v



DR Z72H%, BILKICT % &, BBHEDK/NTE
R, B, FEEICLTHI»ES SN, pHI 40
ATPase s Tid type 1, type2 & {icfEEI
TWT, type FeRMEZEBDH L 5 72,

= o=

AIEGIMEEET 21F> T 2 8, F 2R
RKEMFES T T ERFED LA D &, R
Duchenne B1 D 2 2 b a7 4 —fE L LT 3 &
ZAHNHBHY, TEEMEOHEHESLTKICA S
ek, gEOmECPKo FR, FhcHE
R ERDOFT R 54T, FLBHICREL 2
LA &b SPMA 7 Kugelberg-Welander 5
ETHEDNRBLLDEERZ B,

SPMA, #5icFLRHD SPMA {3\ D5 T4y
HINTw 2%, Emery 513, R & FiE
¥ % Werdnig-Hoffmann £ o> I B, $ATHIIC R
EY 2P EE AR, HTLRICRET 5 Kugel-
berg-Welander 5B DI RN S L T 599,

F2EE L 1976481 infantile SPMA 115 %

BEL, B8y HTLBEENA L LW AR,
g, ALRFE, 2 Db E TR, IITER
ICREBEL, Z0®%RICHER L7222 WwB B, I
BRL2ZL0N, FDBICEEL THBCHNS
BcoT, T FhofFfEezETre (J5)%,
WX, TITHEBFTHIEE LD EEETTAH
5k,

HLIZEORIEMY E X DRNEBTHS. +
TbhbHE, HITELENT B, —Ed s
[, SITHRETH 722 &, L T0FDHIE
BEFEL T E28THE, LOE LGB D
CHOLPICIRINEES LFENT WS4
LD B, FEFOREIZT CIILEH TR
PRTEN, —IECEHrERANENEXRELDE
EZbD,

B2IIFRETH L, ZBIIRET HEN,
e miE CPKED REEE S & 4 5 &, Kugel-
berg-Welander j§ & L THFIET 2 b D Tldic s,
AIEF D5 % Werdnig- Hoffmann % > 3% 2 2 k-,
EIRAICEER : BEMISI R TwdZ &ic

5 Infantile SPMA 11580 H{E

=3 ST O S R A O A I 13 =l =1 E & | m | F|E| B

i 1 4 | B
' 53 | o - %
3 F E 3 i b E i w | g | O
W E| % | & | P|D|P | D|X|4#H|&H| %L Aol b gE

1A [18M 7| - |- W@ -]+ + =]+ |-
I|e6|®B|+|- +l+ |+ |+ =] =+ +|+| -]+ |N
miw|n|+|— |+ =]+ =]=1+ +l+l 4+l =N
B |V ]12)% |+ |~ -+ ==+ + +{+|+|-|N
Vi &|+ |- o e B R +|+|+|—-|N
vil2|® |+ |- -+ | =% =] +]|- + |+ |+ ]+ |N
il s|lz|+|+|2|-|-]+|#|-|=|+|+|+|-]+|+]|N
I 12| x|+ |+|4]|—|-|+]#|-]-|+«|+]|+|+]|+]|-|N
C |x|15 ||+ |+|2|+|+|+|—-|=-|+|-]+]+|-]+|-|N
X || &w|+|+|3|-|+]|+| |- -] —-]|+|+|+]+]|—-|N
|20 & |+ |+ |8 — |+ | =1 +|—|+|+ —|+]+ — | N

N : neurogenic



37555,

B3R E L odEOBEFIFIZ &FMmERIX
IEH TH 728, FEBPDMEEIZEL, Z D,
HZLCHBETOALNSHEREUFBE A a7 4
—IE L DI TEBRDOH L LT HTHSD.

Z otth, BEEEE, MEEROBWZ XD,
itk o infantile SPMA oy &1 & 13, 2%
RiIZLTw3,

F & &

1 TR & BT T RE 2 Faf & LR %
SPMA o 58 FHeffl # 5 L 7.

2. M & S AR R RASIE C, FIR L KRR
Iz — AT DHHEZ W72,

3.BE E MECHATHERI2 A, 2F EENE
TGRBIEL Twizs, 1048HE TlREL, 164 Tz
TRATARE T » 72, #EATIIRIRT, 30F DHLE
LEFLT2,

4 HERIET 22w, BEHR B TiREar
2, THTEMB»EMTH -2, HEN, #HE
AT RIIFHREREEZE & L Tz, miE CPK A
EBEEAL vz,

5.SPMA TL Y A b v 7 4 —FEFRPIR A
FELTBY, Led->TERFRICHEAL Ioxt

WHILETH B,

1)

2)

3)

4)

5)

X R
Kugelberg, E. & Welander, L. : Heredofémili-
ar muscular atrophy simulating muscular
dystrophy. Arch Neurol Psychiat, 75 : 500,
1956.
Pearn, J. H., Carter, C. O. & Wilson, J. : The
genetic identity of acute infantile spinal
muscular atrophy. Brain, 96 : 463, 1974.
Fried, K. & Emery, A. E. H. : Spinal muscular
atrophy type 2, a separate genetic and clinical
entity from type 1 (Werdnig-Hoffmann disea-
se) and type 3 (Kugelberg-Welander disease).
2 11971
Kloepfer, H. W. & Emery, E. H. : Genetic

aspects of neuromuscular disease (spinal

Clinical Genetics,

muscular atrophy). “Disorders of volantary
muscle.” 3rd ed., Walton, J. N., London, 1974,
p.870.

HEH SR, M EFK, FENYEKIZH C Infantile
SPMA 11 FEBYORRES, KBRS - Bh 7 SRR

Foex 51 AFEHE, KBRAT, kKR, 1976, p.61.



13) Distal Dystrophy & %%

O
FthE % B R F
o % A
T C & (Z

Distal myopathy (319024 Gowers IZ &k -»TZ
DEFHH LI TLSRY, MEREEHEHZD
& DI DIEFIHRE SN T3, Gowers )
#4513 myotonic dystrophy o) T i 25 577,
19514 2 . — 5 > ¢ Welander (2 L 1) 7255% 249
BIDRET LY, ZDFAHHT1 D0 entity & L THE
MEE T, YR OERILEREAREEEIR T, 40
~60EIT T & R D/l & 4R B U Bk O BE ) 0> e i
WS E DR TFRCEDMEB AR E L
fToRterric?, niECPKixhbE) L%
Vi, ZHUCH L ZAF S I AR FRH 7 RRIMEF DR
s & D EERAKRSERELZ LD, 10~20REICT
BeRMICEL, #ETET, MmiE CPKix b FEE
iz bR %513 distal myopathy o7 7E % 19744 1=
#4113, = 1L % autosomal recessive distal dis-
trophy & L CHLE DT T3, T ZTREFLD
HEC—HTI2RRAZHET S,

ERI R URR

EFI 1 28R Bk, HRER.

ETRIF ETROBER L B, BURERIZ19% &
DIRRCA WKL (L), 22K TREERARRIC T8
ELEET DL -7, 23R TTROBEHE
ICE Wz, 245RICIZ BB IET L mb Y,
52 6 A&t & Lo, BEEECII STy 7
TYX, 8ERTTHDOEMAEN DY, 166 L NI
M HUE & U CEPIEREZIT T3, JUER Y
E176cm, {K&E67kg, [MFE140/84, IRIA96/451%,
MERMER R 2 L. MR L L. BRHLET

* WFERFEFBE=AM

B —
MO OB = & B X T
B Om B

BRIz Tk, MEEELZL. »2 VL5 HE
MEERLBNT R L DRI AEAZEY (3ES15ke,
=MAH3+, FR_Ep4, =553 4+, FH
fhfRe 3 +, FM{HE3 4+, BIES 2, KERUTEE,

2, KEEBH 2, AiREH2, EBEE2, eI 2

2 ThHolz,

FEMN 2 : 25mkActE. FER 1 DB TEEEEFL DR
fifi,

BIGREII/IFEEDBRIC I EDL DY EF Th- 1.
B EORICIIEERESHERT, 18R TO2EE
BATHARRIC e » 72, 23 T IR DOZEHEAH L
PIC T > CTHEBARICLFRZLEL TS L1
72, 5245 8 AuFbEE, BUERICERLT LS
L 7w, BEIZ g R163cm, {KHE60.8kg, IMME
135/52, BRiA84/5r%&, MgERBii RE 2 L, Bk
BEAL, BRSEBIET, TRTHE mEE
E L., HEMIITREMOARICALN, BN
H21kg, #23kg. IR BRUOBEHIIHNS,
KRERDUSER IS 4, KBR/ER 3, BIEER S5, MR
W2, EIAH2 TERAZEIR T,

KRR HERT. XKML HFOHUEIWE
ZEETHE, BBREEENCPKIZERTH -
7z RIS 1 RO 2 oBFERHRERT. IS
BENFMAH 5, ¥ T transaminase ) Lk H-
HALNBEDHEAKEEZ LN, LDH 4 AL
Ty, ZDTA VAL LTIEVGESG EAL TS,
I iE CPK I Wi & & TEME Tk CPK 7 4
VWA Lo HT Tl MMO2.5%, MB4.1%, BB
34%TH-72. 7LV F=verFx PIcTCPK
(3% T L5 % R L dystrophic pattern #/RL 7z,
I2VTFrREBORP VT F =300 L
LCv3. HEXTIZ low amplitude, shot dura-



=K1 EHI &2 ARRHREMR

FE & 1 = B 2 F # E # 2
B - BT RER®L "YU CPK 3190 mU/mg 3010
RBC 381 % /mm’ 425 5 mwILPF 1.4 mg/d¢ 1.4
Hb 12.3 g/d2 13.6 mEILPF=> 0.6 mg/d2 0.6
Ht 35.4 % 39.2 —AR$bILPF R 622 mg/day 875
Platelets 18.8 % /mm* 20.9 —HERDILT7F R 864 mg/day 653
wBC 4600 /mm® 6800 BUN 16 mg/de 9
T.P 7.0 g/de 6.7 Na 136 mEq/2 14
Bilirubin (E#) | 0.46(0.07)mg/d2 | 0.57(0.13) K 4,2 4.2
TTT 0.8U 1.0 ce’ 102 95
GOT 106 K. U 73 EESE Afb 58.5 % 68.3
GPT 115 K. U 63 @, 3.3 1.5
ChE 0.66 ApH 0.61 a, 7.6 5.7
Agp 1.0 mMU 1.2 A 1.5 10.4
LDH 814 wu-mg m y 17.7 13.8
I 2.1 % 18.5 A/G 1.4 2.16
it 27.8 36.5 IgA 336 mg/d2 298
I 27.8 5.7 igG 1449 1302
4 13.0 10.5 1gM 124 210
v 9.1 8.7

tion MiE A, interference Mk % 325 myoge-

nic ThHh -7z, LERDEFRIEFHEEICSH - 72,

REE> 2 1 HEH 2 D AERBR ISR O LR ORER 2T

WERSE (1) LREBFEBFLCAL 2 @ A 13 HE Yefs TR IATIR, BT
& (+) maxs (+) Exd () o, BRI HA BB, ‘

modified Gomori trichrome #¢f5 Ti3 (EIHERg )

nemaline rod, ragged red fiber 7 & %# 887 H»

t t -7z, 2 » Bl NADH #:f5,Ctype I, typell
iy A N e Y DT ARHE D Tk & AT A 6 7z, phosphoryla-
‘2 ' se et T Y fber type ICBI L CRAED TR A &

iz (5EHEE),
pH9.4, 4.6, 4.3} % myosin ATPase 4
f5,C 3 type atrophy (X BH & A T4 » - 72, 2
() mWCPK@ HCIlzpH4.6TH ATPase e D A %R .
2 » DIz BE& %79 . myofibril I ERERALIC
mitochondria D3t & 28T % 386 % 55 % DHEER
# Ak & o0 BB 70 { mitochondria myopathy(i
HEI N,

1 fER & 20FRK



2 HEB] 2 DIEKRBRET D ER
A : HE 4fa,

C:ATPase 4«5, pH4.6

FEGI 1 D=5 O H T L BE [EIRR D T L5 A4
bz,

EGI3 (I ICE_ORRERT. RinEIE35
DI TERER MBI AEETH B, il

ELATIRE I EGERE D2 HIET L T 5, BUREE
3275% & D D FHBATHRRRIC L ), #KRBR

DEHEF I LHbN, BITHEEN2H514 3 A
LRIAABEL 72, BB S, THREHNIZK
BRIEH, fhRE, Sezuvdnd EAIL3 4+, Stz
2, HBEEIIE 3 +, MRIZ3 —, ROEMEIZ
2 THEAZEZ BB, b 7 2 5H3c B TEM
LTz, BEBEH R UOBEEERIZ 3 + &{&T,
BEEEHD 2 LIETE2RLAZ, ZHICHLBNES
I35 CIEB TH-72, RUDEE R MRS
TIEH. BAFHED 5. MR OEBRUMEIZ 4,

X160

B : NADH %5, X160

D: &5
Pedigree

ét..o [5. é75 és I£.]t;o 6 & b. 1:2 |5sz
(56) (87 (52)

% & 0y o, 0,

(259) (1347) ()3000)
() CPK U/

3 JEHI3 & 4 OFRREA



4 FED) 4 DA KRIRER D4R

AlB

oo

ERMEGHIZ 3 ST L Twiz,

1% CPK (31,349IU (MM98.4% MB1.6%,
BB 0)., RV TF>13479mg/H, RHp 27 LT
F =>13624mg/ H. ##[X|Zmyogenic pattern.
O ERIIEH ., KRR PUSE ) A AR TR T 2 i I
1% % B MR E 2 L.

SEG) 4 CSERI 3 D, 524F 1 HogERE (295%)
ERAERIZ 20 WS, D F AT AEE, BT
RE T T BR IR B B o> EhE 25380 6 L7z, il CPK
13300010 LI k. JRH 7 v T F > (210mg/dl, FRH
7V T F =>1357.3mg/dl, $EKXIZ myogenic
pattern. A5 KEREH TIT% - 2/ Tl: HE 4+t
T UX trichrome e T MHEDFIV/INANE 232 5 11,
NADH, ATPase §ufs Ttype I, typell 3t(c %
MM G A b7z (R4 A—D).

3OFRRAMICHFELL 72t Kk o miF CPK

A : NADH %5, X100
C: ATPase 4f5, pH4.6

B : ATPase yuf5, pH9.4, X200
D : ATPase yufs, pH4.3

fEIZEBRA Y 72 b, 40D RERZ R C $259
U shmEThd), BEoleE (80i)
871U fii (IEH it CPK 25~501U) %
R, INLIFRERB EFEZ bz, ZOHERD
Iz Egiad TH- A TR EHIZR

L otz., KEDARIZS6IUEZRL, Hllisey
Wiad TH> 72D TRHENDEMEIZRDLH 572,

=z =

LD EORBRDOKET & D Z BT H GRS
WLz ED, Bt yIcHEL, 10~20ETE
R AL R SRR B & D FE5E L T BB s
myopathy ¢, CPKI X3S IcEEZRL, 7V
F=vw>F 2z } T% dystrophic pattern #/,~3
TEAPHLPICE o, RSl RzmC,
= OEEHBIZ Welander o382 £ 5 distal myo-



pathy & IZHEIREARPERIETE( B 3T
HY, =5 vy autosomal recessive distal
dystrophy iz —3§ % b N T—2NMILL 72 en-
tity &% 2 b 7z, iifrtE o distal myopathy (3
FHREREERZEEZ L) HRMICRIEYT 28 L ik
T (Welander 8Y) »n1bH T3, ik Mil-
ler & (3 early adult onset ¢ distal myopathy o
INFEH 2 5 L 729, 26~33mTREL, HRICHE
TLENTEREZ2EZL, DLERZETSEK~2D
Plc kT2, 2 Ll CPKLFH L s
{E % ~§. £ #IX Tl fibrillation & positive sha-
rp wave A % b 172 AP %X myopathy (2 {7 5
TR DDERIRL Tw5, L2 LEFHHD
HERDOGHIZIR 2 OB E B ), #HIZELDH
vy, Markesbery & 3R 1MiEF CPK & w
early adult onset ¢ distal myopathy ?> IR ZFE5 2151
PEELOEE L MBLFC LR EITA T
W3, EERICKIKRENS 5 —F1 3L THw3,
ZOHE—FHII27HET. 205 TRAE L 26mEIZIZ KR
ERoZEHE I Aftvr T 3 (CPK1,1781U), Bl
34+, BEHIZI+THEHOGHIIBTLHK
R DIEFNZA T2, BBNI27RT. 19K T
iE L steppage gait %7~ L(CPK5,4151U), R0 i¥
B3+, ERIZ3—TH5. Zns ik
BB Tl 2 DEF TA Lzl typel,
type I HHENDIREN A LN TV 5, Tibidn
FTHOLIMEL L LU THES N T2 05F R Eks
HRIENFEELTBEIF T I NhAE L L WTH S
5 . late onset #» Welander %) distal myopathy
DAL EYRF Tl type T fiber atrophy »+#i
EWENTWBED, ZHALFRDES EHHET 2 L
DTHbd. BIENE ZAHHPNOMIBEEZ L O#ME
PHIEAKIC e <, EBROFFR LD
dystrophy & # 2 61, =i 5 MHvs 5 autosomal
recessive muscular dystrophy {z—33 2% {H L

myopathy |3

FRRiER 2425 L TREVRBETZIREIRZEE
Ik sBLH Y, % distal myopathy & 5w
(3 distal dystrophy & FiEZ vV HHr L v En ) &
R4 H 5, 19454 Milhorat LT THR L DI L F
N RBRIC FEHEN R A 1ZE B0 EE IS progressive
muscular dystrophy of atrophic distal type 7
DHEBREHNTS, BB DIZL 5 HHRE
HREEDBATHER A a7 4 —Th b Z LT

B,

X R

1) Gowers, W. R. : A lecture on myopathy and
a distal form. Br. Med. J. 2 :89, 1902.

2) Welander, L. : Myopathia distalis farda here-
ditaria. Acta Med. Scand. 141 : (Suppl.
265) : 1, 1951,

2) ZHFfIk, ZHFEM, H¥ B, 132 Distal
myopathy (% - ERREL. HER 7 K% 14 £
& LA ETERENIC DWW TORGHR, BRRTRESE,
14 1963, 1974,

4) Takahashi, K., Oimomi, M., Shinko, T., et
al. : Response of serum creatine phosphokin-
ase to steroid hormone. Prednisolone test for
muscle diseases. Arch. Neurol. 32 : 89, 1975.

5) Miller, R. G., Blank, N. K. & Layzer, R. B.:
Sporadic distal myopathy with early adult
onset. Ann. Neurol. 5 : 220, 1979,

6 ) Markesbery, W. R., Griggs, R. C. & Herr, B.:
Distal myopathy : Electron microscopic and
histochemical studies. Neurology 27 : 727,

1977.
Edstrom, L. : Histochemical and histopatho-

~

7
logical changes in skeletal muscle in late-

onset hereditary distal myopathy (Welander).
J. neurol. Sci. 26 : 147, 1975.



14) HiElRiE % b 2 W RRIRAE T M o 1Y
B BHEREIC D\ T MR R %
F &9 5 5HEBDOMES 2Lk LT

WrmhE R R M OBEE N W% {5 W OR Rl %

L& E S NSRS IR S

AL PR DT REIEE b, —HE IS AR S B — - —
DEFRHEATIE % P ERE SR L% > T B, = IR N NS
HEVEAE B9 7 %46 5 213 Kugelberg- Welander 1 EXEIEIEIE.
W (KW) CTRALERD § ZE D 6> 72 D b # o Hids 4 i | 43 | 22 26 28 | 29

BAHsd H V23D 5 Charcot-Marie-Tooth 3% % % £ W | 26 2 25 o5 -

(CMT) cfnsibiss 2 K =, KRRy (N = R ‘ [
X K B || | ®H | ®H W

CV) »RIZIEH LBV SN TN BD, b i , l ‘
At s T R AN S i e S e Sap MORE B OE | O | ®E| O | O | &E
Bl EBERE S % b 7 AR IRMEIT MR T B
Y 2 TR LMEE 233, KW & C CPK N LWIEN EY S
MT o B HEIC DT L b DR & 412 T4 (Rosalki Zxik) e
DELEN S BT, TrIZERDS B % 8L W || | |
| ‘
7. (m/sec) ‘ | ‘
» motor | ‘
| | |
= . (=) (N.tibialis) | 80 | 40 52 | 50 | 46
(44—52) ‘ ? ‘

EGF 1 NI, 4334, “otf, #EL,

. B . P sensory I

FAR B R, RBEE ¢ RRRCEE L L. (Nsaralis) |
BEAERE | 244 WHS B 7 ) = AU RRAB, BURHE - (s3—63) |
26 L) THATIS <, BilCHIC KR, 1 ‘
FRICEEDOANAN T K & o7z, 314 THET
FI A, 354 THHMT, 374 TWwE ) & o
7z, ABERRHUE ¢ —AT R RRE RS, 2wz
HN. WkFa72/%r, %, ME140/90mmHg, £ i
REEZ <, MR L L. MEREITR; &
E, FIRBIET, MMARRRICRE L. WU, 4
BRICHEFEMAH D (R 1), M CiEdr & 1 s#Efhnc,
L) T cEE -, KB F 287,

|
so |ME | 66 | 52 | 55

* RO PIRETA R AR
I fER1
T R RS AR R . o



FRHERE S E L L. BRFRCXRBREL, B
SEDAEE, T oBERSHIATIEEL, RS
3% otz SEEIECHE L RHITEL, B
RS - Mg, M baEid miE CPK &M (Rosal-
ki Zei: - IEH18~86HL) % &6 TIEH - T ofh
DI, R, EDHEBRELIERE TH-72, BEHEIZ
KEERT, E, Wik &g, WIES. LE
M & UL M EELZRI -7, HEK
TIXLE IR 2 <, BEEIDHE T unit H DA H*
»N, A TIIBEED, EOLE TIEMERME
N E TN FNTRET TR %1872 . NCV i3 |k
TheT, EEtEmEEE (MCV) ZIEH, Mk
R E (SCV) 3RReBIEnEm %R 2, £
REE R IAG, EBEEH L EREEME TIT-
724%, FNLDFTRIIMOER & —EL THRT
5.

fEFl2 M., 224, #«iE, JEE.

FHERE, BEIERRICHEEBHZL L, H1ERLY
DFTERLTL,BICTHRAAAN. 6 » ARIL D
FYER CFIR 0 M. ARREFBUE | UL, fFICFH
BETRBICEHEEHNVETHH Y, IEILLAR
BT, BHEMESATERL . AREEL L. BE
DEBEREE B b, IR ¢ M T2 C
PKAREEFA 2R L 2UNAFEL L. HERIIX
i ERIRE R CHEREELERL 2. BIRE
R MCV (3 L T oMl 2R L 72, WAIS
MEERE CSEEME1Q68, B4, &fFE T63 L
BEiTH o, EBEER & £ BB TR THEMRE
IT-17z,

SEMI3 MS., 264, B, £#H.

FiERE (K2) ER»HUOEBICESRL T
W3, BEERRICHRCEEZ L. BUREE (491 457
HLEANE R T, EHZ0ET2 L0110k
N, FRETEI ML Z-72Z IR/ oW, A
BERFBUAE | WUBKARICE MR DB EHE & KT A%
Y, EBE D THROBEEL >z, MEEE
el . AR ¢ mEr, My d{bEagf#is CPK
AR E RS UM IEEHERN., HEKE,
KEHDOH CHRBEBEE{LERLZY, HF0H
—SHE M THEEE(EESHL, NCV i3k
THECES), MEE LIEE. AREEH, EFEE

Pedigree charts
Case 3

ey
T

Case 4,5

{0 Male,not atfected. ANIAN

O Female, not affected. & 5
B @ Affected.

@ 2 male siblings,

B 5 siblings, male and female.

X2

B EMBEMHEOEREIT 2. 6 FROBUES
T, ERIZBIFEATET, OEIEIBBITL T3,
JE@ 4 Y.K., 287t (BB474E ABSEY), ik, HBEK,
FEE:(F2) MW ESI LT GE
5 ) IX [RGB BETERE [ $FEREEL L. BN
BE 25 EH B L REICRDE, 2740 L) 2F
FTERTL Lo 72, ZDHBATHVHRRICELTRE
I %e -7z, ABERBUE | WIEALERIC EA IR G
LB EBNET>D D, FERITTERICHW,
BEREHE T X v AR »HERL TS LUNIESE
RN TEBD, BT ZL., MEEEIIRD
o7z, BREERGE © i CPKiEE» & EIc
AL TwalmamzE ERE 2L, BHERIZ E
B —E8 h TRHEIREEALH A Lz’ BilEE
RO TR ClamEREELEZRL 22, NCV i
HBEE R SCV A IEH TR ERL 225, £ DAl
ETho MCV, SCVIZIEE TH -7z, EXKERS
RERE, ZMeBHh & EMEMEE2ERL. 78
HBoBLE, BEIIETRERLIMZERL THw
w3,
FEG S R.H., 2974 (IBS4EARER ) BiE, &4 8.
RIERE L fEB] 4 o3, BEIEEE | $#FEcEEL L.
BRI | T (1048) »58®E LT <,
EKEIITGES - 72, 28 WD LEATHNEL LY,
D 63 & FHES LIS Nz, ABRCEIE
P BEOMBER ELHE S . ES e il
BER SHIZRER 4 EEIRRT, MEEEL L. REK



o m s, A b Tl CPK G M4 A 265 H4T
(isoenzyme (¥ MM 100%, MB, BB (324 5 #17%
rofz) EERERINZR L 72 DI ER . KNI
bl B T unit 2o 2R L, M EE e AT
BEB 2 & T, WIEMEELA BEE T, o
ZALDRIEE T A b 7z, NCV x E ik,
B, MR LICIE® TH - 72, WAIS gk
ETIZTSEEMT3, EMEMT4T, £HBE73LEMT
Hotz, EBRIREH LD AL 72,

RIBMA RS IR TR

FiE DRI AR (2 Paraffin Y) B & sk
ZAERL, Hi#E(E HE guta, %13 HE gt
Z T, trichrome %::, PAS K&, DPNH-TRi
M, phosporylase i, LDH &%, succinic de-
hydrogenase %4, myosin ATPase j%4:(pH9.4)
DAL FE 2T 72, EBIL, 2, 5 TE
BHEYIC B L 72, st Motk paraffin 4 B,
HE, #fi¥syeta & deRyets 247572, W 1138
BHEYIC LB 72,

R SHIDEMTICHIT 521z Z DREEIC
ERDH L NTzHS, WEHIZEWICEDL Twiz,
P THFHEDORRIZFE L R IAFEZ 2L 72(X

3). FEHEMHMEDO I/ AILRRHE T, N RIH 5
BIDBEDBE 2 T T 5 2%, —F, —HBoHE
FARAEL2&wEE /L Tz, 252w
endomysium DB KA & & 41, WIS #HE(L & I
%2720, MEFICEER2 AL -7, H
R DOMHEICIZ, ORI, Z2laZsrE, split fi-
bre A E4HEE 12 A& 5 #4172, trichrome Y fh ¢4
123 % myelin B A2 & 5 1172, DPNH-
TR EMHE T EHRERENOBHFER 2D 0, L
D #EHE D —FER TELEE o) subsarcolemmal hypera-
ctivity 25& & #1172, fibre type [2Duws THEEAY 7
ZAbIZ % > 72, BE TR EHEN DR 2 DEE
FTRATBEE S nehs, T 2ERFmKIZ & E »
DRBIBLT, LIFLIFWHEC myelin figure % &
A T\y72, mitochondria DF¥ET T EFEH—AZ
BIIZ & 541, FEB] 5 D—FOFMHEN TIZE T
DIEREHARE ZL LD - 72,

RIEEDEACD R IZ M EREIT L 72 3BT

UL Tw72nhy, FREICIZKRELEZEI)IDY, FEH
1 TIEHSERE, 3 & 4 TIIBER - 72, AR
DEUTIEA L (K4 -4, BIEIZBIR L THREHEL
AiA 5 172 A%, onion bulb formation (34 & #17¢
otz BEFRIZNLE &b E s L, JER 1 T3R8
7 myelin BRASTZRC S /LT v 7o, @il 321 12 1L,
Wiz, WHEBD ZERI MR A Rl 22 DFLE I 38 5 7z
(X4 -A47).

3 JEfl 4 AEBEEHR trichrome Z53:
WS X200

4 JEB1
213 KB 274 (X 100) #(% Bodian (Xx400)

TE B R A
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NCV #*— iR CERREDRIERTRT = t!izl:f/ ) —
RDFEFHS, CMTISEWHELZFA TWLHEE
& w%4 5. Dyck & Lambert® iz & 2 CMT
DFHF, MEBEENHIZL LV L TS,
neuronal type & #F #1714 85 FEHEEEH» CMT
type > 2 DH%H % A%, BIHITBEERER, %&EILIE
KRWETH Y, ZBEREBERND> 5 H Yokt
PEEI L EZ bNDEES ) —XDEH & 0T
Ld—8L v, KIEMEDREZENZE{IE CM
TonaTil, KW TLEBINTWBYY, F
) =Xz BT 5 HHEBIE, ZNbHICASILZKIE
MIRRERE B L REFENE{LEZ CMT ¢ KW
DB R L BRI E, o ERED
spectrum ) —EB, FHIz ¥ CMT & KW mfgirayie
HREX L CTIBIE3 N A2 L LW RIS L B b,
SHELERDOESDREZML T, TNHDIKREE
DEHLPIZEINEZ EEEND,

FE & ®

MEEE 2 b L WEREEITER LRI EiE T
HEEMRESRICRLALSH (K3, B2; F
4r22~437) EWEL. 3BNIREET, BH
BTSRRI TR E 72, 10~26F BRI T
ENFRIEL, 2PlICBRENMEBREEZ -7, I
#HCPRIUZIEH 2o LERE L5, BHEK LR
FEEBREDRELZRL 2. NCV 2 EE) K,
HEMEE L RERDPE TIER TH - 7208, —#l
ISR ZBIE 2R L 72, B AR TR IR E & 5 TR

HENRIEICHIIRZ THER DR EMHG%ED 7.
KAGHEDHRBEEICIZESNIC & » TREICES D
o 72, W L MEOMENEILIBEESI .,
CMT S KW kgL CETNESEZmMR 2.

X 78
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spinal muscular atrophy.
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~

form of chronic spinal muscular atrophy.
Neurology (Minneap.), 19 : 53, 1969,

3) Meadow, J. C,, Marsden, C. D. & Harriman,
D. G. F. : Chronic spinal muscular atrophy in
adults. Part 2. Other forms. J. Neurol. Sci.,
9 [ 551,1969,

4) F# & : Kugelberg-Welander %5, 55K

(BEHEX, BEETMRME), Mk, HE,
1973, p.643.

5) Dyck, P. J. & Lambert, E. H. : Lower motor
and primary sensory neuron diseases with
peroneal muscular atrophy. II. Neurologic,
genetic, and electrophysiologic findings in
various neuronal degenerations. Arch. Neu-
rol., 18 : 619, 1968,

6) WABTE, R EIRE, FHESX, 124 Kugel-

’ berg-Welander syndrome o> 2 $£ 6112 & & 41
72, WK OO BIRIZ DV, HERIFRD
A, 19 0172, 1975.
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et 715
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MR bto7 4 —EZEUHEHRBDOFER
R E, EFEERBAFREETZ I >DOBELTEHR T
Hd, zoBRENO—REL T, HEHEOTHICHE
BL, REOMEFFRLEAELZREBRL 2o T
HT 5., COLIERFBH AL 2T 4 —fFED
RELMAT LI L CEELTRER252200E#
P2 (-

B - HE
Bkt 5 £ RN RRBR L 22— H FRICIIZIRE LT
RS b 9 Bllc DX, ERFREIRET 7 b U
I BT RIS 3515 2 R oMLY - LR Les
IR 24TV, A b TSR & AL 7,

& 7

ERERAFR (R 1)

4132974 & 0 60 (FE#143F), 1ERNIZ B 64,
L3P THBEIZRR S, Bl D -TizF 44,
ESWTIREAEEI L, 2HEF (B) &
DREE Y eV, BHEAERNICEL T, BHTho
RO HEE BIEDI 8 ZH S B 7Bl VT
LIEATHICRIEL, ZOEKIEE ISRIEN T
b5, LEOEBIRETIE DR 8 DAHHETHE T,
o> 8 Bl DV Tz < T 4 FERBEL T 375
1 EAEEAD B EEZ bR D, S8
BEIS TR 1SRRI TR, KT ERD

* ROPIRIRHZRAR
t AR AFHARR

WoE R 3 B

*
&3

B R

B% | R om —
BiApsmab ), 24FEHBICITHICEH G TF-EIE L HIE

B ENDICEST:, HiEMH - HAHETIE—/T
BoaT, Lic—EDIEFIZRL 7255, fufld
IBEAFREETHD, FLZDHHITIZI—ENME
A v, MR 2Bz A Sz, BRI
Wi, BT PTR - ATR »*7#ICIKTF %
WLEEkL, B2 2HIZEFHBICH 2. —F,
Bl BB X il ETROESRGICEVW
THLEEZED T -2, AEIcD2wTE, 1
Bl (GEF 7)) oBMTESMIICEED R -
MBS % BB LU RE L, &R L TaR
ELZLWEWZ S, HRELMRE LT, EW

8 THRANIBEFBERAMESRDH LNz, THR
A& LT, BRmE(bE, Buergeryiie & % BV
FTLADAFHETH -2, L BEEREITL &K
FgHEEEZ LN, FLR)FHEEED L,

REMR (F1)

BAITHETIT- 2HBERICDOWTL, EH9 T
BEGREE 7 — > 2R LMo 8 iz & TH
BRIEMZET, 2% 54 FITIIMBET I
LRI AR L 722, 20, EHRERANCIZ—
MEEZ LN L, HENE—FICHERERESE %
RTBINFEIET 52 &8I ND. ZOMRER
MR R, WEREL, SHEENM, RO
EEBIUESRNEML Y LD, ZOREITEH
&> TH2 THD., RIFFEEEHRE (BT
%) i3 7 BliciTh iz, EEMZEN MCV 52 f
THLAIETL, Al 2fIZIEETRICHY,
ZD5 L 1 THBMENEHEMZHEL Z A
TE -7, miF CPK i 561 TR L2 20
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EERL72D, ZDOERIRETH L. TR
TIZBREOMIE 2 16, ZAafn 4 BlEnRL7z.
TIwTTT7 4 —EREDVMRFREKETIE, 26
ICR | W EARE EBDHY, FREITEL,
FEELVIC—FL LW, B, 0K, KRZ
DD — MR IR T R ERFITRD LN %
o7z,

BhEARTR

WIRZED S 9B 2B L3, Thbb, MRk

JEMEZAL 2 & 3 BRI 1 ~ 7, RS Z L+ %
214 % " HER 8, 3 L UF type Ilatrophy %7R§
HER) 9 12 X9 L 72,

FI, EH L ~71COoWTZE, 1ZIFHBL AT
RELT, Ko (K2a, b, #EH2,
3, 4, 6, 8), /I{LiMED A (K2a, FEH]
1, 24 3, 5, 6, 7, 8) % XHiddhl,
—ERIc I, FEFHERRHERIC g S RAED L 3B
L THFLET 2BEDEHMME (H2a, fEH 2,

2 MREEMEEICER (ERI1 ~7) OBEEH ARG

a (FEBI2) : BEEFEM, DAHHEORE, IFEMMUENIEK - splitting, HuL BB & OFEEHHMRAER
IZHIEY AWMEOEMMME (—EHEE) 277, (HE X100)
b (EFI3) @ KADFERMZ Y. IEFMHRME — IS MW E AL L BRIz » 5, (HE X100)

c (5 1) : DPNH-TR {14 ¢ fiber type grouping #7573 .
d (513 ) : DPNH-TR &M1& T targetoid fiber #7753, 73 fiber type Z3lIZ 1A,

(X200)
(x200)



X3 Ef 8 oA (a, b3 KBRIUSER, c ZHERER)
a: EWAARERFE2 T, (HE X100)
b : DPNH-TR if (% ¢ type 1 atrophy (—##4#) #/m77. (X100)

o WiHE N - BV, RIE 0L, MFENRE, nEFFFAOMMZELZ ERD LS.
(HE x200)

X4 FEF 9 DREE B ERE
a: BN ER L KRR %73, (HE X100)
b :type II atrophy #71:%. (myosin ATPase #:f5 X100)



5) LBEEIN, Fof, ok (K2a, fEH
1, 2, 6), BKHEHME (K2a,b, EH1, 2,

3, 6, 9), MMEOMARALL 24 (H2b,

EHIL, 2, 3, 6, 8), Ko splitting ([X]
2a, fEBI2) f EOFTRAERNIC L - TITHAKEC
B bz, Zbid BRI RICRTE
L2 RS R TH 5, HEBRILERE T, fEx
nZEALZTL, 1213 targetoid fiber ([X2d, fE

513, 6), fiber type grouping (&X2¢, fEHI 1,
2, 4, 5, 8) & THY, T EERME
FrR &AL EIN5.,

$EF 8 TI, SEICBRIENRDFAZESRAL O VTAL
B (RBRIMTAESR) IEPI 1 ~ 7 LT RER LA
(R3a, b) #RFT ok, ZoEME (BEEE)
oL /e, mflEoZE - 358, M
BB, MENRESL L2 oRIBEOMIEZH
BB RIS T 5% (M3c) 2L 72,

£2450 9 13, HE Zefa THIgHENZER L KRR (R
da) L 72H, MBLFBREI S, ZOR
{2 type II atrophy (Kl4b)iz k& 2 & o & HIMF S
Nz, &h, REB L UMEREEETERT S
FTRIZESH LN -7z,

£ =

UERRLZ 9EFD I B, BAMDERL ~7
IBEEEREIC L 2 NIBLTH Y, kn k)it
DEEWERNDZEHNTED, Tibb, RAIZ
FhE L, BIGEATEZ W LIRIEETHENREE 2R
9, —ET I RE U 72 /R R M i M E DI 3
BEETH B, XB, BRI —RETH S,
BHEXRED HWMERELZ R —IcAS
. BRI EMERRERLERLZY, TN
LRBEEHD 2 VWIIBENOEHRMEORIE (—
EBEEE) X OFRIRFAETHY, KicFEN1
ADEED Lz, s ofr RIZARTRZ $ul
& L 72 #iERs%s (radiculopathy) #RE9 %
tEzZLNS,

2T, ZoTHOBBEHEBICBITAMETDT
BEUBHMIER EDENICOWTEET L L, %
FHMe 2 POl & L2 BRI BT, BRARIELK,
BREB L UV BEMREL L LB TE L

HTE DL, BEMENRTELE, FHEEITEDS
FHIE COER) = 2 —n Y EBRICOWTL, &
BRSNS, R/ESA, HHREI ) ZNLENTRT
H5, EH=2—0 PR TLRHELH L
L T#EL WIENHME 2R T BINHRE? 2D 2 5,

ZOEETHN A% b TR LIS bIREIRA
TBNFEELDEFILIZRZ D LI THB. E 72,
Y AICERE L 22EB) = 2 — v RBRDORE
ICBLTIE, R ADBIED LW & 121 TIESE
SICHFELG LIS LTY, BRERER, &Rty
ENIFIFEHNEND EEZ bnb, Kugelberg-

Welander 3552 D v Tid, —lI'FiRIC Z U3 E5F
RS 2Ry HIOMEREFRLOBELRY
by, Lo LERESB L UHRE (R
HRTROBEL &) IREFAFLILETIEZA
»&H 5. Charcot-Marie-Tooth fi5ic D TiZ, F
BN —BFY], —lTHRAARICEEZZZ L LM
ALTHDECIEREY LD, sIHEXEI L
M TH L. Zofl, XEOICIZFEES
DEFUZBPL 2 D& L TEEL OBEY 5
5. W53 7 o T EES MR EORR(E
7RI T % E) 258 1 22 »1F Charcot-
Marie-Tooth 55 & DRIEZ /L TV 555, F/KrD
J—XTRInsnERIEE N7, L
L, #ofinsSTiafo L CHEEL T3, L
Eotml, Zo 7EIIBEMBER L IRIED» LY
R DEBRTENRETHY, ML 2ERENATEE
WY b DD, FHITOWTITSHY BIER % HiE
L#atl Ll udZe s 2w, b, BB, Tho
EWIEH DAY, FUn® HEME, FEETENT -
BIBGIC BRIF T 2 S HEIED 7 D FE LIy 3
& Z AW % ERE,

Kiz, EFI 8RR DETHD TH LI RT >
Twvwa, Bl &8I0 L2 H#TET, »2
FREFEME E 3RO BRE (BR1%) 2RL2AX
EThBH, L@, BRMAZEDEMTHBRL 25
HERATRIE IS (ERL ~7) LIEFICE(HE
ML TEY, EROBIIFENLFIZ Z NMER
FIZEBEL 2L D EALTHELARTH S, o
T, #EITHEORBERLZZ EICDOWTIE, 0¥
REICHE L 2RESEIcb > 272 L BE N



55, TN EITHNCABENCER 1 ~7 L3R
% HETIE D MRIFEG EHEIE CTH 2 TReME L 72
INTn3,

3 DIER] 9 1o DWW TIZ, EEER{EAHIR O 7
HEBTaici b s THERIIINSL LIZRY

SHEMERERLZ, ZoOBEEEoFERE

L <, BEFicigEEE Y V=5 2FL, HEKRLE
type II atrophy #/RL7:Z & » L8 M £ RMNH &
DEREEEZHITEZ L TE L.,

£5
an

T
PlE, 9B T L AR—REB LI V2 25,
BRI B L @I HEETH ), HREHGHEHES

HERTTIRICECEFRE L TIURL 2.

X -7y
L%, BRRRLSE, PSS, IR —, i
FAE MBI B D BFIRZIC 31T 3 fiber type £
H# & motor unit NEBTEHEE L DEEICSWT &

1)

2)

3)

4)

5)

£ [EREMRASSEE] HoAbe 74—
WOREICE T B ERIRAVIFTE, &5 I (S HE)
HEF0 53 {FEEHFRFHER, p.102, 1979,
IR, HERR, SRR, BEHK I F
LwWiExdfitE 2R L, B nR k7 IEERLNE
Bj= o —u > 5E, MEEARL 1 0 555,1974,
De. Recondo, J. : Hereditary neurogenic
muscular atrophies (Charcot-Marie-Tooth
disease). In Handbook of clinical neurology
(edited by Vinken, P. J. & Bruyn, G. W.),
North-Holland, Amsterdam, 1975, Vol.21, p.
271.

LRE—, SHEGS, ST, EAdk, K
SRR & OB b N B FRRE
BT BEMEE, HAEEHH, No.1981,
p.21, 1962,

P D ERE, JEETHENT - FIBUCRE
T 5 HhEHEIE—38 FEBI DB —., BRMSIEE,
12 - 313, 1972,
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Rigid spine syndrome (3, FHERTIBIER % £
» 72 34 seF— )k LT, DubowitzV~9psifiss | 7
B, BeIZHFEHESHRZEL, AERLLEBEbh
SREMHEZFRLL. L2 AREMIZ, HEmL,
Lk 25 72 Type 1 B8 #EEHE L RLICNT,
B & Type 1 BrigfeRHEIC DT, RETZEm
Z7z,

= 2458, ot

EF D BATEE, FHOEFHHIR.

KIREE . MEHEE L.,

BUREE | MEB I UL BITHEOILRYNRE
IIEH, ZHRBIC, BITHFPEET, L (&AL
72. ZTOBRBITIIEREL 205, 7TmE» L, o
PWEHIMLBIZLS, NEDDHFEDLHTGEL k-T2,
FRERAUIIGE, 1458, BRI, BRI,
HIEEIE L, FBEROFEIGEHEL 25, 165,
B MRAT, SEERIEG NI OET AL, Fi
BIRGIR 245 S 7z, 17/HE, B8R HR
L, CPKn#pE FH #3867, 205ktH, NSELH
Thee ), CPKoEgEs2L72H, A7a4 F
BRI EETH - 72,

ABEREIEE | — BB (355 BE 23207,
MRS, MEEREFE T, EEREH2EET
% EEGEGIR, RUBBEHEZIILOETETE
&k, BED LHPEENEREBHL. BT,
SERETM AR RE, MSHILIE, RBORRIE, =
AHOBRED KT, XTHRIEALE, Fio KB,
KEEEFHOFFEH KT 23888, Gowers’ sign
HEEETH -2, FHRE, BED, RHBIZEED

* RRKFEFBKFISEAR

*

5 S
s 1~ * *
modE ok % E B O A
*
¥ H F X
7t {, X fasciculation, myotonia 3 5Z&H 51T,

JERGHI T RCEPITET L Tz, FHicow
TlE, HFEpygthok, BESCMEZRL, &
BRI, HEEONMEBHIEZZH2, #E
HIBRIZ 2o v, XA BYER D EBHHIBRIEZE2e & e
IR R W A

WAFTR ¢ i CPK 2 10481U/L (FE# 24—
140) &Mz, CRP, RAFIIBEETH - 72,
VEASIALR, BMM R, WaWFEEREIR T
NTCEHETH - 72, BXHTR, RICESLF
Mo B il BE oMl BE 238207, HEFTREI
EETH-72, BHERTIX, £ic low amplitu-
de, short duration, polyphasic NMU #2272,
KBIOEB AR TIE, HERE (K1) T,
PEILL 2R AREEAHIL L, Z0E 3RO E
2L Tw/zH%, myotube BREEE I ESH S hdh -
72. Gomori-Trichrome Yuf5C, opaque £k fib-
er HERIEMEICERD bz ds, MEOMEIRA LR
9", nemaline rod & 5N 7Zch 72, ATP aseife
ik, Type | BiftEMmr Ronsz (M2).
BMEEENOE A L 77 4Tld, Type IB (213
IZIEFHEIIZH 257, Type TIX1I Bz e~/ EE
{bAE B TH - 72, Type ITA 13 8B L KA %2
L7z, Type I fifp#tiz4thoa32%, Typell A,
I Biz 2 #h31%, 37% CTHHINIUTEETH -
72 (H3). 4, HHHEDEIE, MBEMHSEEAL
¥, Oil-redO, PAS ot T, ILHEWEITEE
L o7z, BEHAICIE, HEBHEDEMHS,
EHEARHEIC 8 A b 72 h5, glycogen, lipid o) 1%
MZFRC A LN h - 72,



| KERPUSEF A i HE e X100
INEAL L 22 i B b, 512D EIEPLHEEL TW5,

2 KERMUEEFEMATR ATPase 44X100
# pHO9.4, 4 pH 4.6
Type 1 #iE 5




Histogram of Fiber Diameter

K.I 24 yrs. F B642
—oTYPE 1

—aATYPE IIA
----- x TYPE 1IB

NUMBER OF FIBERS (#/mm?)
©w
<

20 40 60 80 100
FIBER DIAMETER (x)

I Ir"A nB
Fiber Proportion (%) 32 31 37
Mean Diameter (z) 43.1 66.8 55.1
Variability Coefficient 3894 145 186
Atrophic Factor 203¢ O 27
Hypertrophic Factor 141 435¢ 27

3 Histogram of fiber sizes in a muscle
biopsy (Quadriceps femoris muscle)

Type 11 B fiber »ZFIXITIEHHETH 2 7,
Type 1 fiber »¥F8%/\E{L, Typell A
fiber MBEERAMEAMZ 7T, HERITIZIZEF
Thb,

=2 =

Type I BifRHEZEMIL, —EROHHEE, FBIER,
BinAE, MEREFICEHLNS (F)).LrL,
AFz 3 v>Tix, myotonia 7% {, BHERIZT
nemaline body, myotube AT R 3, 7¢c \», FHERTR
IR % 7R A D R0 e B R (%A 5 13, conge-
nital fiber type disproportion & % v>{3 type 1
fiber hypotrophy with central nuclei 3, # 2 1= ¢
<, XBBEHRZ2BHLIITRL 2L, Bk d 20w,
- T, Fxirigid spine syndrome |2 -~ 72
Type 1 ipiEHEHEZE 2 72,

Dubowitz »*, FrifEEhHIiR, H2, I+BIE 0
Ex 45, HEOYHEST E v myopathy % rigid
spine syndrome & L THt& L TR, ThxT
BHIDFELH V(L 2). AH L, HEENE
FERE, BBROICELHTIIPUT S, E 51T,

s nEENP T, HEBILFENERND 3 NI
3BTV, 2 b Seay 659, Fr Goebel 59
DFEL 72 2 515%, AB) & Fiko» Type 1§ & #E
FERL TS, 22 Ehb, AERE, Ty
pe I Fi#RHEZHE & DB AR S 1, EhHTH
BRIBWEHZ B,

= |

Differential Diagnosis of Type 1 Fiber Hypotrophy

. Myotonic dystrophy

. Nemaline myopathy

. Myotubular myopathy

. Type t fiber hypotrophy with central nuclei
. Congenital fiber type disproportion

. Rigid spine syndrome

. Polymyositis

. Rheumatoid arthritis

W B Nt AW N -

. Prolonged immobilization due to contracture

. Glycogen or lipid storage disease

- =

. Cerebellar disease, Werdnig-Hoffmann disease etc.

R2
(Rigid Spine Syndrome®iR%£4])
Author Age| Sex
Dubowitz  (1969) [20y | M |Rigid Spine Syndrome
8yi M AR E
0y| M 15} £
Seay etal (1977) |18y | M [Rigid Spine Syndrome

A type | fiber myopathy

Goebel etal (1977) |16y | M |Fiber type disproportion
in the rigid spine syndrome
Dubowitz  (1978) { 15y | M |Rigid Spine Syndrome
? F [ 3
Goto et al (1879) |16y | M B Lk
i Bl

iz, BRIRHIC, FFHEATEBIR, EALE AL
DG FEME, BT, CPKEE+*2L, H4E%
B, P EH - 2 Type 1 B 2TRT,
rigid spine syndrome ¢# 2z L B EFI 2 FEBR L
72, 85I, FEENHREN 8 Firh, Mk{bay
s s 3FD I b 2HIZAKRF L BN Type
I iR GES AL HLNDEZ 05, KRB L
Type I fi iM% & OBLEIREI N D & Bb
na,



X R

1) Dubowitz V: Some unusual neuromuscular

2)

3)

disorders, in Walton JN, Canal N, Scarlato G
(ed) :Muscle Diseases. Proceedings of an
International Congress (May 19—21, 1969,
Milan) International Congress Series No.199,
Amsterdam, Excerpta Medica, 1970, pp.233
—238.
Dubowitz V : Recent advances in neuro-
muscular disorders. Rheumatol Phys Med
11 ©126—330, 1971.
Dubowitz V, Brooke MH

syndrome, in Muscle Biopsy : A Modern

Rigid spine

Approach. London, WB Saunders Co, 1973,

4

~

5)

6

~

7)

pp.368—371.

Dubowitz V : Rigid Spine Syndrome . Major
Problems in Clinical Pediatrics, 1978, vol.
16, pp.239—243,

Seay AR, Ziter FA, Petajan JH : Rigid
spine Syndrome. A Type 1 Fiber Myopathy.
Arch Neurol, 34 :119—122, 1977.

Goebel HH, Lenard HG, Gorke W et al :
Fiber type disproportion in the rigid spine
syndrome. Neuropidiatrie, 8 : 467—476,
1977.

Goto I, Nagasaka S, Nagara H, Kuroiwa Y :
Rigid spine syndrome. J Neurol Neurosurg

Psychiatry 42 :276—279, 1979.



17) Ragged red fiber & vacuolar change %32 7-
distal myopathy o 1 JLFRH

P %I
FrmhEs B G 5 O 4 2 — K

ok F = % m o W
T C &Iz HICL 22 bbT, TROBMOI»HEITL CE 27

RAEE o 5 R ZF4#H4E 12 distal myopathy &
MIEINTBY, RRENT DOV, T TIcw(
DHhDF L F o/ FHEID L. BKRKTld Welan-
der (1951) NPl RERSI N5 FHRBAKREEHREE
RT L DAL Do clinical entity & U-CHIF S
T3, FBTIREZME (1974) »EYGERS
MEEERNEZRL, ERORKREKFIE R 2RE%
W|MELTWS, ,

4\, Kz, THREMHOHGHET - HEHE
22 L BHERIC TRIZEM & ragged red fiber
& %58 72 distal myopathy o 1 INFRHF] % XEx L

72, FRBUCHL TR OB SR KDL,

S LIS HEEMIC Ela 1 & ragged red fiber
PHTLEPRMTHEINT, ZIICHETS.

fiE 1l
BE 364, B, HEYHIGE.
HIEHE | MRS (—). RRNRE(-).
BETERE | BEAN454ED 549 6 4E[], HSh - 7ol
EDESFRE RS AFICHEL T2, Tra—
NWER, WERKB(—).
BINEE 1 BEFIS14E11 A (334), #&#2 ¢ CPK &=1&
ZIBEEIN, oIV BrICHEOBIERTE
BRELIZULSD:, HHETIISITHROREI E
HTHY, TRICMELZLDEBbil, BB
521 H, 7+—2) 7 MicEgEEL, 585
WICTH6 » ABABRRLZZ LKV )izt 28

*MEXFPEFREXRBEAR

&, BBHIS3HE10H, $2E - BRO DO AL 72,
ABERFBUE | — iR B RATRICIIBRETRE2 L0l
Lir o, MRS, FHEREE, KIS R5
HEIEH, BT - BEGESEEZL L, B -8
B IREE LICIERZ - 72, BEEHWSEILES
DEHEIIL L, WTEE - FEHELLr -4, 5
JHET %, B Cid bR TES - FR=EGe o
CBEEALALN, TRTIEMBEICHRED LN
2. BESIZERICIZIZEAE L, TR THEAM
EEMLIC TP FER L Lz, RN - RS
e, BERGFIINETIZIEAEHEEL T,
HEORBRRR S - /NBMEEIR - BEREEISREEIZ D
-7z,
ABCEr R ¢ S - =ML - i - by - RIR.
AR - R XA - BRI & o—REICIZRE
L. HARBR#EE - FR17 OHCS - 17KS IE#%,
PAEHUER - 5L DNA HithkBatE - it shodss - T85E BIE
W70 L0 = KEB-MFE- a5 F 2
v/z patch test ic & 3 MRS I3 £ TaK. CP
K207.7U (ZE# 0~9U). Rp7v7F > 334
mg/ B, W& ; #/E125 mm H,O, #£iE 6 ml
J&, #JE100mm H:O, Queckenstedt Bi%pait.
KEER TE&B60mg/dl, Y548 mg/dl, a7/ 3/
mm*EEIRN A, HER ; LK TIRIEE, THT
RSB 8 - BEE AR I 2 R (b, SRR
BEZEEIR, MCV ; RFEMEE59.4m/sec, fE
Bfixk42.5m/sec, SCV ; BEIERIE46.8 m/ sec.
EBFE R TR T L 228 iz, HE a0
B 7% B AR HE D KR - b2 R b, fiber



splitting, phagocytosis, necrotic fiber 7 &
ELHEEEOMEL Rohd, RIERRIZED
bk olz, TNHLDHRIZZERZAET H/ER
HEDBAEME D 2 WIS/ EEEZ L CHFLEL, =R
BHiz basophilic granule D HELSHEEH LN, =
% Gomori-Trichrome #:BTR 3 &, REM
DR LW LARBRICRZ 225056, Z0b
DEHEIZ VW B ragged red fiber DfiEEIC A B
LynE#FZ Lz, NADH-TR g, =
NoDRERMEZESEICBLL, EROTWSICE
FIGMEIZEED L e h » 72, ATPase e 5T 3 6
Bozlls LTEBHLNRD, Zhbidtype I,
type DoMmHIZCH L, HT»Ic type I fiber
2% o7z, PASY@izEtTh - 72, BE T
IR AR HEPSIC filamentous Ze & IZ H &5 T,

I raFPYToORELLTICEN L BREIZ kD
= 72%%, Z2RAICIE, v W % myeloid body &
I 2 R EEY s R S iz,
DEEIX - 72,

glycogen XE KL

£ £
FEGPZRHBEITIMRALZZ EHTAHADL L, 1)
33X, THOBITRIE. 2) #i1FL#AT. 3)

TRz E A EELC, TRAMBOBHIET-

a2k, 4) CPKEME, 5) HER THIR
2 k., 6) B E, FWLHEEELICmZ
TZEREEZET 5\ bW 5 ragged red fiber
# ZHELS, B TZMNIC myeloid body #%4
Liad, 7) MHEH. %, HFshd, Tibb
AFEGIL, FEERIE CHEITHRIR L TR ERME
{iz.o> myopathy & %,

1R ALERE L o> myopathy & L CTid myotonic dy-

strophy - distal type ¢ polymyositis - distal

myopathy 2% ¥ & #1 % »%, myotonia#% K< &T
myotonic dystrophy 3TESI NS, F 72 MILTCiHE
et <, weFRESRCHIE - S - SRR O bEE &
5, MEBFENICREMREZRA LY, bW
5 distal type ¢ polymyositis & § B7r > T 5,
SHICHTE - IRBMRE L LA 51T, Kea-
rns- Shy JEMREE & LERRIZ 2 IS L T 5, B&#%
BYic i, distal myopathy D &iFFIC A S L D & &

z 7z,

distal myopathy % ##F)iZ, 19514 Weland-
erV 72K R249BI DM L Hids 24T - TLK,
PEKREEREEZTT IHLLTELZ LT
295, AT ICHL CZEFS (1974, 19772)
PEGEERLEREEG S A P e 7 4 —EX 5
LViAl #4208 L 72, Welander o555 e fafk
BHRIEE &), ELBEHEIFICH), Tl
FIHICHWREL, BREIHILW~60F EFHHTHD
zxt L, ZiF 60Ty, EEMERIFERER
HWT, BHEHEATEBCRMICHE D TRICHW S
THRLD, ZIF100HE~203 R E BERE T
HH CPK LABIA S, =85F5 DR L 72%ENS,
FERDERARBUNE e WAFIRFF DO BRRIB A TH 5
EFZHLNTWS,

MAEFDOIHE (K1, T2) IZBKKTIL256]24
L, FEIREANIL 3 ~59 T204 & RBEEGIH E -,
WMFIERDENLILI TIRICIAZ 2 L DBEF LD
Gowers, Naville, Moya »#Cix, BEER - &
DEHE, WEILRHB R L > T3, 7/ Mi-
ller¥ D3, EERETTRERBRITHE ) CPK
DERL LA EZH-TEBY, MR THEZ L%
FBRITIE, =il L 2ER & ERRIED E b
THPL T3,

AHIC BT B IMFEFIDEE X BB %2 2 T19
B (81364 6 ) TRIFESIZ15~454 T20F
RITE L, TRICUIRET 3 L EFIC SV,
CPKEIZIEH 2 FloiIr iz CRE~FEFEN L
AEZRL T3, MEILEH R RS S, RHE
LA LN 5130, BRI TEEZED b odE
RAKRLD 1B, s, AHLOBlICALNS,

Zefuzsttlx, Moya o 1, Miller o> 1§, £
oY fEr Kb 26, Z§F55) KiRs D 2 6,
ZLTHRBICA LN, THRRFIOHBETLE
FH5(1971), #F%5(1972), HH S (1973) 0 1 4,
0 2 (1974) Ic EC#iA*dH 5. ragged red fiber o
I 2 OTRZHEY, 1AL LD >
A

zefazEttily, BMAMEERRE, SLE, rwouax
e B> RAF 7 £ Lk B toxic myopathy,
steroid myopathy, glycogen storage disease



% | distal myopathy IKFEHF (RkKM)

H & # fiE 1 SEI75 4 HEEEAL ZeHZEY i %
B - HFDHES

1902 125 - ?
Gowers ( ) 5 % BE—F W L2 5 4 3R
Spiller (1907) 24 7% T Bk ?
Batten (1910) 3% T‘Hi—»% ? KR TG 595

6 5 B <305 PR - H R EG
Navill 1923 kil BT ?
avite e I S FaSHTLZE B KR
Walton (1954) | B 24| 21, 237 pik ? WAL TR
Moya (1960) L] 225% T B ) BAM - & - EMOHEE
S 505% F - ARG R
Dahlgaard (1960) b’ STHE F {5 =)
Barrows (1962) 5 595% B -)
3 43
Huhn (1966) ;J % 19~467% ¥ i =)
Hallen (1966) 5 227% F -
Ceroni (1966) kS 177% ? ?
Markesbery (1977) | 2 19, 207% T CPK &1l
. 3 41

Miller (1979) . 26, 29, 335% T I 1 B+ CPK &

L EDEBTLALND ZEXHMLN T35,
FEFTIE I NS DERERIZEZ 5%\, De-
nny-Brown (1960) #3&rg L 7z vacuolar myopa-
thy 3 REH RN 1A EEZ LN TE Y FER
ROBATHERB T, REFELIIRLIETH D L
Bbihad, F72, Carpenters (1970) Rl 723
BR 7 Zefadb & BRI o IL3E, BIEMRMEN o) virus-

like filaments # g2 72B13, ERERSIZ AREERIC
FLL T v» % %7 cytoplasmic inclusion #s2 & #1
TWRTEENTHS. REFINDBETALNI:
myeloid body (3 —#3I2 T } 2> F 1) 7 OB
Yy, /At k N oFEH, secondary lysosome 7p
E, REEFIUMRIBH D, »TFTHICLTLHIE
FRMELEEFEZ LN T WS,



%2 distal myopathy JREH (AFH)

w =) E2) iE 1 SR WFEERAL ezt 1 %
£ MR (1963) % 207% Th—F -+ CPK E%
2 5 (1963) % 215K B ] fi $HFLZR 5 RAR
SEoWw (1968) 5 155% o 53 (] A5 AR
Ko (1969) 5 38i% F—F =) CPK E#
+ B (1969) 5 204013 R—F =)
fer A (1969) 534 35i% F-R ]
267% T % (#)
5% ) HRBG T - Wk T REE
BAERAEA L MCV |
# F (1970) % 325% T X ]
= W (1970) £’y 275% ThHE—F () Rod like body )
% o3 (1972) 3 215% T ik =) Mg FLZR BR R IR
1 (1975) E's 195% T Ik -) TRARTERE K
A B (1976) % 16%% B &)
F B (1977) E:S 307% ERBG T - BREG T - EEHH
¥ W (1977) B 305% R’ e LER
K R (1978) 2 26, 265% T B )
A B (1979) x 215% o 5 3 ) BEAR T
BERI  (1979) 5 335% T B +) ragged red fiber ®

ragged red fiber |, T3 Kearns-Shy fEREE
A LNDBRELHEMHESTILANT,
FUTORE - BEORFEICL->TETHEEZL
NT72h%, FETIE I DIEHIS, HRH#ENDRE
Biosam, H/NENRELXETLELI D LE
NTHBY, FFRHEILTHDEEZ LNTWS,

Pl Eo X 5 I F5EH) Ta8& 72 ragged red fiber,
ZEIEER L LICRBRERIEIIZLVWEEHLITS
PRV TIE D D%, s nZE{bhr distal
myopathy NDFEFNUCIHFL TV 72813 & bOTH
THY, FEFIDFHEELZ LN, MENHKEF
DBERBIC DOV TUUISRIEGS 2 EORTTEFET
H5.

Ihaxr

i& 3

33X R, TEROBEII TRE L B8 2 Th
BAZERE (K> myopathy o) 1 6% 2R L, INFEE
distal myopathy & L CXXBREIEEI %2 1T % - 72,
ALEFITA & L7z ragged red fiber - ZefaZsiEid
WENLIERERIEETIZ H B 5%, MFOMLTFIL
SbhOHTHTH Y, SREFDEMRIC L IRETE
M2 2LEEH S,

X 13
1) Welander, L. : Myopathia distalis tarda here-
ditaria. 249 examined cases in 72 pedigrees.
Acta Med. Scand., 141 : (Suppl. 265): 1,
1951,



2)

3)

4)

SHFIR D HRBAREHEREEBE A o7 4
—4fif Autosomal recessive distal muscular
dystrophy. BB, 35: 3922, 1977,

Miller,R.etal. : Sporadic distal myopathy with
early adult onset. Ann. Neurol.,5 : 220, 1979,
SHRAR 5 : Distal myopathy-Non-hereditary

distal myopathy o 1 5, ERIRMH#ES:, 3 © 387,
1963.

5) ZHFIEX MR E LSS kg
K (Rod-like Body) # 22 72 IKF M Distal
myopathy o 1 ], EEpR#I£E%, 10 1 111, 1970,



18) BYRRICHMMEMmERE22 L1 RN

=N
WFIEH J18E 2 A
fiE 3y
56, F&2 &% (BRE#HL> ¥— 79—

194—24)

BRIREE | WMLESE, BEZEHR TIET L 2 g asi
e,

BREFERE | &8 2 KH-FRRERIE, ) 7 T &
LT 2HMBDIREEEZBY, HEELZEIZ
LWRFREAFREZ R L 72, BEWREEYH 555,
19694F (465%) B+ 188551 % L T Billroth
IEDBYIRRNT 22772, LR, Houa~y
RHE D Z VA&, FLBREEENS T VIR
AOEL, TNLERBLZTTCLERZL LSBT
I o, ZoEEIIET, FRCELL, =
DE—6FM, ZNLEFITEALZENT I,
INE I HHRIEBURLENCIE L 202 ETH
5. THUI W, e B19754E LIS, BMERE 235
WINT3,

HABE ST T L LCTREICEHM 2 Dne
DY BHAFEICEEL Twzd', BUkK4 4%
272 51973FED 5, 6 AR L1001, F T
FVEENC A 2 &, AEEFZ LT sETBICE R
BOBHE»ZEL 251N e HRICHA TN
o, KRB oW ERICES LS icky, —A,
INHHED AR VAILAIE 1 — 3 BRI
L, £FL2HhMe 2284k, ZnEIC

RO HEN;EBRICHPLRONFTHRLESE D

LT ET, 1976F WD 5, HASEICHET 2
EHHDL S ICHBEEGESEIEE, MEKoa
ZOTHTRICLES L IIch -7z, BHTIZEER
DHRICRDIZ ELHo72, 19794 7 A2IH R
H, E2 L T o720 b o T4 8,

* BREHR L9 —HEA/R

% ¥ owW o=

oo
AT

Thb bl LT, THEB, EHTNT2EAR
FRMERBHRRIED R D, 3 B L2720,
Bt F—IC ABEDEY E - 72,

ABERFEIE ¢ BRIA%84/ 5 5. M/F180/90. Wi T
RRCT R DEEEEEE & RISEER LR, BB R
EIZRIFCHUEOERE, ZEXRMGEmN L=
BRI, RBRVHIHR, 7 &RAEE 2 vl & L THh s
R 5, E LB IcBENGEHE &
BT, MRS S o e, MEEES. iR
EENHIR 2 {, BHIBOESE £ DT, EEICE
VI R4 A1
- AREMEERR -

1) MR mFEHEE 5.8g/dl (E#6.5~
8.0g/dl) mi% Mg2.3mg/dl (JE#2.5~3.5mg/
dl) ZegargormiE CPK 15 mU/ml (IE#20~75)
HEEN R £ mE CPK 1771 mU/ml,

PTFIcBTs8EBRTRTEETCH -7z, M
iHCa, P, BIEHNKEKRLE>, Cu Fe, Mmi,
Mk, HIRIREEAEARES, FFEREERRTEE, TR,
% IgG, IgA, IgM, IgD, IgE. i vitamin
Bi, Biz, E, ZEE:, ifii4 Na, K, CL
2) MmiFuykds : CRP(—), RA(—),STS(—)
HUREHUR(—).

3) IR - f#fF IR creatine $Eitt75 mg/day
(IEE#10—50mg/day) LISHIIEH.

4) BEMARE D IEW.

5) HALIRILEER  D-xylose HEit s ERIE .
[131-Triolene 5 = } ; 2 KH10.8%, 4 BF[#9.6%,
6 BFH9.3% (IEH : 3 ~ 6 BERRIMEAH15%) 50
gm-7 F A HiAE ; FBS 84 mg/dl, 305+
169, 60471106, 9047182, 12053{#k58, 1505-&
65, 18047f#H78 (1),

6 ) MAHRAENRTE [ HEB LV BIEE, FAML B
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T osteoporosis, _EERHILE & B2 R UG B BF iR
#¢ ¢ Billroth 11 #: ) anastomosis A#55FFH X 41, /)~
PRI DERE TR T IR 2L 2. KB
ERIEHE., CT 2% v > 1EH.

7)) NHSBRE: Al ER. B BEHENZE
#E, Kby ; EHE.

8 ) PHMATRES) & FRER © mPILEED LR A
NN AN E oYY (AN

150 4

100 1

& 9) BERX : FHEHIERIC RO BERG T%
EMERSIRIEE AL R S N, RS A LT TR
) 60 90 120 150 180 KIHEIZ T discharge DDA % BH 72, EE)
TIME IN MINUTES MHER BRI IEH.
10). AR @ IEH LS.
| 507727 F7¥iEn AT
NEUROMUSCULAR DISORDER FOLLOWING GASTRECTOMY
OUR CASE KNIFFEN,J.C. & QUICK,D.T.
CASE 1 CASE 2 CASE 3 CASE 4 CASE 5
AGE / SEX 56 M 51 M 65 F 75 F 60 F 53 F
ANASTOMOSIS Billroth II.| B.II. B,II. B.II. B.II. B,I.
ONSET OF SYMPTOMS 4 YEARS 0.5Y. 13.5Y. 18 Y. 14 Y. 0.5 Y.
AFTER SURGERY
FASCICULATIONS ++ + + + ++ +
i s foe e e
R T
MUSCLE CRAMPS + + + +
BULBAR SIGNS ‘ + +
WEIGHT LOSS + ++ = + +
DIARRHEA +
STEATORRHEA + ' +
REDUCTION IN
SERUM MAGNESIUM + +
REDUCTION IN
SERUM IRON + +
REDUCTION IN +
XYLOSE EXCRETION

%£ 1 Neuromuscular disorder following gastrectomy
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= £

B OEELERG 2 YIRS 2 HHMiikic g nfR
WMELEFELELT I ML TS, dumping
fEMF%T¥, osteoporosis, osteomalacia, 7 F»°E
PIRICBZ D Z EHFERICI D EBREN T BY
LarL, BYWHICEL Z2HBEHNEHENTDE
1386 CTH B, 19504 Ask-Upmark? [ §HI1%
CHEALBDEMEE REBRH DT B L IHER
ZHEL, 196441212 Ekbom &3 3 B4k
I HEEHE & osteoporosis 2L 72HER # E50#R L
Tv 3, 19694z Kniffen and Quick? »¥j%E
#ME, BMET, KEBLZ2ET 2500 8UI#%EB
BEREL T35, RIIEKRTITEL, HERP
CHGBEDS DL LTROLNDE, Thbh, &
Pl B MR HER B E, A FEX T Denervation off
BRAR &N 5% 5% %h A3 { Kniffen and Quick?
D S5HFID I B 3HZ, “muscle cramps” ATEICHK
ENT SHEBICET 5. &0OHEHEREE,
SEEEE, 2 A TEEEZ X nEHMERDT Kniffen
and Quick o 5 #rR 2 FlicA S L5 A HEBICIE
RBOLNL oz, HILRBERICEI L Tix, &
HL, T, BEREE, miE Mg{KT, MmiF Fe
{&F, D-xylose KT 2 &K | DA A5
nd., BERPUC BT 5 ME Mg 0K T3 HEkb 3
FTRTHY, WILRNEENHEELIEM EEL S
N3, Vallee5® |2, 58l MgkZIc£ET 5
TZ=—%HEL TS, £61r L/ BRINESE
REET VI —NPEIC L SEEREL(FE-> T

7z, FESLIL, ROk, FIROBREI LIS, 64
BTN, HURMEZIF, ZOBKCT
WX REIR L % X 72 L, 58REEA & PR AT
AR LTV AER 2 ERL 2. EHRE 26
IZBIT2HHREHRENFERRIZAHATH 225, F
BET A O RE LRI L5200 THD = &
DHEE N, T 5 A OB REIAREIC 55 L
rEZLND.

X 113

1) Haubrich, W. S. : Sequelae of gastric surgery
for peptic ulcer. In “Gastroenterology”, (edit-
ed by Bockus, H. L.), W. B. Saunders Co.,
Philadelphia. 1963, Vol.1, p.702.

2) Ask-Upmark, E. : Amyotrophic lateral sclero-
sis observed in five persons after gastric re-
section. Gastroenterology, 15 : 257, 1950,

3) Ekbom, K., Hed, R., Kirstein, L. et al. :
Weakness of proximal limb muscles, proba-
bly due to myopathy after partial gastrecto-
my. Acta. Med. Scand., 176 : 493, 1964.

4) Kniffen, J. C., Quick, D. T. : Neuromuscular
disorder following gastric resection. Arch.
Intern. Med., 124 : 336, 1969.

5) Vallee, B. L., Wacker, W. E. C., Ulmer, D. D. :
The magnesium-deficiency tetany syndrome

in man. N. Engl. J. Med., 262 : 155, 1960.
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19) MRS Abu7 4 —REICBIT 5
RBEILEEICDOWT

WRBhE Kk H B A
it AT
T L ®Ic

HREEC A e 7 4 —1E (LlT?FiI’E EREY)
I3, WHRafEEER cRBLT % miltisystem
disorder ¢ L CHI6L T3, F72, AFEIFHH

[if}
3

oAb FHBYLEERMLLTEEINS.

FIRE, R USERSER) R L Y D SR
FREIREHAT RO & L RT, B, A RH
DEILES R 2 A RETFEILIY 2 HEALC
HET 2 EE b, BILEBHRE2ERILT 52
LIk o T, BEDEAIEEYEFA.

pol 2
IEH A19% (1087 &, 20/ 7 4, 304RLIES
%) RUPEE» LBENEEENAELRES A
(3018 1 %&, 4083 4, 50X 1 &) HEILES A

~7z,

il %
ERTVEBONIRA ) X2 —F(HTV-C831)
ZHAWT, BHEIGIST RIS, FH 1R~ 4R
ICPEL 2. BN oOEILESNL, BRE
JMH140 lux HEE T 1 HEXiEZ 52, &1
5@ -ORATL 72, #EEEL, BRORFIFHI0Ocm

* RRAFEFBE=AR
* * EEEAT S HRRNERR
* ok x KIRILBHAIRE SRR
* % %+ KERALEFREREREL

%
% woOm A & T
0 m om B o=

DEEREICRIZE 2300 L CHIRIC CER S22k
MEE 2 T b ¢, BERROBILES) % CH
L7z, SFEBIE, B8, 1/20ERe, Jok ik
DEACTERUE R U B R E 0 EF 4 THE L L7z,
F/, REBBICESLNBILESREICXL
THEFFNE %55 BHAY T, diphenylhydantion
(DPH)® # 1 H150 mg % 7 H#&5 L, £ itk
TEHIL 72,

& 2
) HErs
SOMCLIBENIEH AN HIZ, 261.29+17.16 msec
THD, FEBRENHEIZ252.40+12.60msec TH
-7 (M%SD), WHEMICHFENEI DO LNL
Mmooz,

|/ 218 i A )

30 LABE D IEH AN HI3294.63 +37.80 msec
T, AIEBEFNEIZ316.64+29.05msec ThHh- 7z
(M£SD), BMEBICHBENELED L - 72,

2)

3) RFBBOEILEEME

S0 ARE D IEH A D {#HI323.66 £4.85 mm? T
N, AIEBENEIZ14.156£2.19mm? TH - 72
(M+SD). MZMOERIEETH-72 (”1,P<
0.05).

4) RKEEXRE
30fCLUIRE D IE# A {#EIZ52.80 +£6.50 mm?/sec
T, AEBRFEOMEIZ29.78 £2.14 mm?/sec TH -
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A;
30

20

A\
)Y

mm

s fE 8 (EERS)D

MESD (HIR)

1 ] i 1

]

| FEBFOMERIE, EFALVBFRC S

vC

60

50

40

30

20

mm?%/sec

10~ 20~ 30~
E®A

A B C D E
BREE

>xbn74—E

CRARBERE (E#ERS)

IR

M1SD (HER)

10~ 20~ 30~

E¥A

B

HRENE

>xba74—4E
2 FEBZOFTAGEHEEIZ, EEALYVEEIC

TR S
A B C D E

72 (M£SD)., HIEBENFAMEEEIL, HE
I -7 (H2, P<0.05), 1/2#FE0ERI3, IE
HWAEBEBRECHEEZEZD LW 25, &
KAFHEH EE iR i, ZbEfEEomAIc & 5 &
FEz bz,
5) DPH iX&EBI#E DR KMBIEEE
DPH#E1r14%5-1.50 mg/day 7 HR % R4 4 1
T 1HIDZDHE L BREEEEDRLE L2 RL 72
(3, P<0.05). RAWHEENRZELTRI %
o2 36ld, FHHIF b =—F, EHEAE
ELo¥AR
6) FEXIIRILEREERE DR AMBIEERE
REBRESHEL L, €I F— I N—LTHOES
R Al C light-near dissociation #5372, 3k
XHRRIESR R & B R GT 0 B KR RE S E o) R
O, LFEOHZAMNATRZXFL2(K4e).

(DPHix5 & RATEERE>

vC
30}
)
(oF;'2-2 1)
o 5k
M1 SD (HIR)
B c D E

BREMSC A7 —ERE

3 DPH #5.ic THF B nads, HAHEEED
WEERL
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GRS ERRAORED

. (AEHLEN)

CERA
i

A
- 40mm?
(SEXFRILIEH)

1sec.

3
A
-
LA
\,—\/\/“ ‘\"Nﬁ,v
4 light-near dissociation #7573

= £

4-EfEFE L 2R E B EOEPT,
TS TERENEITR L2, ah4 >R
CTHRE L RARBENNELZ RLIZNT, FHHHE
ARE L ERMEERREREZ 200H#ETH 5,
FRBRNREICEED L, BROLEEN L (2
D1/2 MHERM DM E RS A 2722 & b,
FENARRED MBI ZHY, light-near dissocia-
tion »FERE L IZHELIZ L Wv, xS, RER
#1z K 5 1172 light-near dissociation @) AR5 #H S
I3hfn s e E 2z, L L, CT-scan i2T4
Pl b BEMRELPIICEED L 572,

DPH 2 X RICIERA T 5 0 T, dhiliigZsic
HOK LB LN ERBEEENRELHIFL T
FHLZY, 46FIF1BLLERTIE > -7,
EHNHITL, FROIA b=—DBREVR LN
Z e, REEHEENKTORILIFL, I
P=—CRUDENEZEIFET S, EL, &
FLic REESER B2 MATL 7255, I 4 P =—F 8%
FREEILEBNCED e h - 72,

AIEIZZOFREEIRM E LT, PRHEREZ L

fESLIZIEM

ZEHIS TS, R, FMEERETY 201
THIEFIH S, BEOMMEREIOLEDHIEMND
H 5B, FHEEBIORIROMEMIBAIZ ITFEEED
AR & SHERD L NIZEFLH B, RIEA Y
Za—F—2FERL 2EILESHNERILIE, FIE
DHPIRAEERDIHENIEIE & BB ICEMN L H
EThdEFEZLND.

F & ®
HEEEC A o7 4 —EBHORILES Y
i3, WHEEOWIZ L 2EAMGEEENKT TH
Y, DPHR—#OEFIC LI hoEE2RE L
oz, FIETIIPINRZIC X 3 & Bbh 3 light
-near dissociation % §2%&> % »%, o> CT-scan
TP REFT R 222 k- 72,

X 73

1) Harvey, J. C.,, Sherbourne, D. H. & Siegel, C.
1. : Smooth muscle involvement in myotonic
dystrophy-Am. J. Med., 39 :81, 1965.

2) Harper, P. S. : Myotonic dystrophy. W. B.
Saunders, Philadelphia, London, Toronto,
1979, p.150. _

3) Thompson, H. S., Van Allen, M. W. & Von
Noorden, G. K. : The pupil in myotonic
dystrophy. Int. Ophth., 3 : 325, 1964,

4) Von Noorden, G. K., Thompson, H. S., Van
Allen, M. W. : Eye movements in myotonic
dystrophy. Int. Ophth., 3 : 314, 1964,

5) BEFEMTF, FHEETF, AN fiis KR
RIOMREFEIL, MRA Y R a3—F—i2Dow
C. HERSEE, 80 : 946, 1976.

6) Roses, A. D., Butterfield, D. A., Appel, S. H,,
et al. : Phenytoin and membrane fluidity in
myotonic dystrophy. Arch. Neurol., 32 : 535,
1975.

7) Lowenstein, O. : Clinical pupillary symptoms
in lesions of the optic nerve, optic chiasm, and
optic tract. A. M. A. Arch. Ophth., 52 : 385,
1954,

8) Wolsh, F. B. & Hogt, W. F. : Clinical neuro-
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ophthalmology. 3rd ed., Williams & Wilkins, ditary myopathy. J. Neurol. Neurosurg.

Baltimore, 1969, p.507. Psychiatry., 28 : 109, 1965,
9) Adie, W. J. & Greenfield, J. G. : Dystrophia 11) Wisniewski, H. M., Berry, K. & Spiro, A. J.:
myotonia. Brain, 46 : 73, 1923. Ultrastructure of thalamic neuronal inclusi-
10) Barwich, D. D.,Osselton,J. W. & Walton, J. ons in myotonic dystrophy. J. Neurol., Sci.,
M. : Electroen ¢ephalographic studies in here- 24 © 321, 1975,
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20) FERGIEEEIC BT 5 Freeze-fracture 3
12 X B i AR O T2 R S /A BF 58

¥k W BB

et 1 #

HEATMEW o A b v 7 4 —4E (LY PMD r8%)
DFHRD 12 & L CHBERMERK U A DRI
HTHE 0 R AL R E 2 S FEH S, R
systemic membrane disease T % ] GEMEH TR
ENdEHich>T&ER,

R4t 3 BEFI524F D HES TR B W TEEIRIMEK
ZAEATMESHCBEL, NEEICIEL TERERM
ERAOEAL LR TV 2HEL, BEREOTREME
72D, B LICHIBEOZM L E L D FEICRE
32 HEOTHBAIS34E £ D MM BB L V1E6 1
72 M i & £ 512 Freeze-fracture #3:% v 72
SHCHEEFIICRBEL, RENHSFRIICBW
TED—EEBE L 720, Z0%E LI % 8°
L#EL, BHTOMREZ/RLZOTHET 5.

* £
FTRCERGE BV, 2D HNERIZ PMD # 5 #
(Duchenne %4 2 I, fEai%Y 3 41), EH=2—0o
> ¥ B (MND) 54, HimEbnzwEa® sl (/h
B2, B 6Bl) kO AERFATRICES Lz
EAEBELZ.TRCOHIZTE 72T E—FET

T EAT- 72,

P =
% 2.5 % 7Ly — LT ILT b F CHEZER,
30% 7)) &) > THEL, HEKERELZHY,
Wilkze3 4 —110°C, 2 ~ 8 X 1078 Torr HFE %
TCEM 2T, BE/ TP T L, AR ZH
WiEFEL, 7 —FEFHVREL, 400 X v 2

* BIFERKFEE=AR

WA = |

| £ Duchenne %o particle

| T Control o particle

Duchenne % (% control | kL particle 7
LHH LIS
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ICYI T E o, R E RS2 WL 2.

M2 j7E: 2 L Cl: protoplasmic surface ( P i),
extracellular surface (Ef) # at random |Z
10~204 32 1 u ¥H H 721 o particle D #
#z, PMD #, MND #, xtHEETHEBREL
12,

& X

1) Duchenne % PMD 2 #§jo» P jfij o) pa-
rticle density (61 £ 17/ T 2 57> /)N W B A
Tl2268+19/um?TH - 72. E i particle den-
sity |3 Duchenne %Y PMD 27 £12/ p?, /)N V%) B 2 & Control
BE169£12/um? ThH 72 (1, R ).

2) Ay PMD, MND, Bt AN BEE Tl
4 2 &, P o) particle density [F i RYP M
D 258 +22/m?2, MND 268 + 20/ pa?, i Ak it #
272+ 16/ um?, E i 1) particle density [ %
# PMD 151 + 14/ 4m?2, MND 176 + 21/ m?, B
AXT BB 171215/ um?* ThH - 72 (B2, F2).

3) FIEAUEE  IEE AT S A BT B &,
Duchenne %! PMD £ -Cl3/N BT BEE, sk A kTR
B, Bows® PMD B, MND #iCHL, LD IC
P 1, E midtic ) particle density o)/ 75 &
Ltz (R 3).

2 +#  MND

% 1 Particle Density per Square Micron on
Muscle Plasma Membrane

RESULTS (1)

DUCHENNE CONTROL
Age P face E face Age P face E face
6 73118 3113 15 24919 184£11
(N=20) (N=13)
5 47£15 23%15 7 284119 154£14
(N=20) (N=16)
Mean 6117 27+12 268+19 169+12

X2 T LG

fr AR (L-G) PMD, MND $ & O°x BEEERIC
particle OFNHEIZH LW
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# 2 Particle Density per Square Micron on Muscle Plasma Membrance

RESULTS (2)

LIMB-GIRDLE TYPE MOTOR NEURON DISEASE CONTROL
Age P face E face Age P face E face Age P face E face
18 270420 160416 45 294122  190%19 50 269£15  174x1)
(N=12) (N=18) (N=13)
28 243+23  144%10 52 24923 192124 51 280£18 17310
(N=10) {N=20) (N=15)
36 261419 149413 55 27719 16016 34 272416  167£10
(N=16) (N=20) (N=10)
46 272415 184122 4 282£16 169126
(N=10) (N=20)
60 250419  158t15 51 276120 197418
(N=14) (N=18)
43 264417  155%18
(N=15)
Mean 258122 15114 268%20  176x21 272416 171%15

#&3 Mean Particle Density per Square Micron on P and E faces.

(/pm®) P face L

300 4

2001

150
200+

1004
100 504

E face

Duchenne L-G MND  Controls

& 3

HEATHER 2 2 b a7 4 —EOFRIZRETE T
HBu%, Bok, EFB L UTEFNFI L DM
RO REIIRHEN T3,

R EHXAEH L Ay, BERMERHDIF IS
WLEBICEILLR T W I & 2 IBHIS2E NI
BYTHELLEYD, CHICERBLHOLTL
Lb—EDHERIBOLN T DLHEETH S,
L2 LZuh™s, PMD Tid, id7- L Ofmialiic £
HEHDLOLEPLREWNT 2 LB CEER

Duchenne L-G MND Controls

ZETHD,

Bolt, MR % BT R ik e LT Fre-
eze-fracture FEAHIFS T %, Freeze-fra-
cture %12 19664F Branton? 2= ik a v % &
MR ONEDS) Ey F 2 ZHBHTHRETS
THML, ZOREAVFEZETRETH S & 2HE
LTCLRERBIND L HICL ), £HEOEIC
IHENDODOH 5,

TR E IR B~ Freeze-fracture NG A & L
Tix Ketelson, Schotland £,3, Wakayama 243
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DI RENZICT EL -,

19774 Schotland 433 8 f5# Duchenne % P
MD B# L V135 n 2 B4 % Freeze-fractu-
re ZE# AVWE#E L, muscle membrane o) P,
E T o> particle o) distribution &L & %4 % 3]
4L, Duchenne #! PMD {3 muscle surface
membrane DR EX»H Y, FNHEFIZ membra-
ne DIWEGFIEEICHET D Z & 3@l 22,

2KIZ1978% Wakayama 54 (3 8 f§¢» Duchenne
7 PMD ¢ 8 #5ilo» age-matched control o imEk
I2 DWW Freeze-fracture 3= ¢#54 L, Duche-
nne #Y-CHY 5 2 plasma membrane P, ETfj
M ¢ o) particle o> # 2%, Duchenne % PM
D 5t generalized membrane abnormality
2UHeE R R T MG L7z, & 5l Waka-
yama &%(319794F Duchenne %! PMD 8 5], age-
matched controls 8 5, adult controls 3 f§i, i
DR HIRB36H] 2 X T HRFT 21TV, RS &
[El#%i= Duchenne %! PMD CThOB NI FDOE %
W2 HHEET2HEE L.

— 7 E IO 3 R E E R EE M o) FR M BRI % Free-

ze-fracture i CEEL, RN INSI—ILTNLTF

b NIk BEED, BENALFAKRE S 407,
WEHENZNICHELZBIITL TV 22 3
£, 8512 AB LU chicken o PMD o ik
B DWW THRET L 2R TII X BB X ofic 2t
TWIEEHHEL T3,

MIEDERB 23RS L 2R TIIWL 2
Duchenne % PMD i3 P, EWMmEiticiL A A
L, HICEFE PMD, MND &, xtHEES3
FHHICIEZED e & 2R 722,

Z #L 5 muscle membrane ) £ A Duchenne
TIPMDICRRBI L LD TH DD, HbWwi
primary #Z{tLTdh 5 D5 &, carrier TiE &
THDND, FHRWINC L B2EHII L Vd i &n
D DREIREHTE R LTV B 5%, S EEE & 1R
T EICE—BEF THRILIR E T2 BT
SLENFHDLLEbNS.

=
B3, MEHRBBRELVEL N EREE
it % Freeze-fracture #: % B\ 43 L, Duchenne
2 PMD ciixsfBEICL, P, EME parti-
cle DDA LN, A T muscle surface
membrane NDEELH Y, ZOELIIEDOAERS
FHEEICH B W RetE 2R L 72,
—7%, KW PMD, MND, sxtEERcI12P,
E Wim3k particle 12242 RS L 24 h - 72,

B

X R

1) FeRIRER, PACERE, JLBFIE BB © #ATHER
R 074 —EREDOFRMIKEICB$ 2 FRE¥E
HRE, B bu7 4 —ENREDREHICE
B HTR. HPHE, VAR 52 EEEMREUSE,
311,

2) Branton, D. : Fracture faces of frozen mem-
branes. Proc. Natl. Acad. Sci. U. S. A. 55:
1048, 1966,

3) Schotland, D. L., Bonilla, E. & Van Meter,
M. : Duchenne Dystrophy : Alteration in
Muscle Plasma Membrane Structure. Science

- 196 : 1005, 1977,

4) Wakayama, Y., Hodson, A, Pleasure, D.,
Bonilla, E. & Schotland, D. L. : Alteration in
Erythrocyte Membrane Structure in Duchen-
ne Muscular Dystrophy. Ann. Neurol. 4:
253, 1978.

5) Wakayama, Y., Hodson, A., Bonilla, E., Plea-
sure, D. & Schotland, D. L. : Freeze-fracture
studies of erythrocyte plasma membrane in

human neuromuscular disease. Neurology

29 1 670, 1979.
6) EIRHIZ | B ORGREIIES. 1 A SR
HiIC & 5 RMIKE D BRFZENFFR., B 2 b

v 7 4 —fEDEEREAGIF TR, TIGHE. BBFI 53 R
FEHEE. p. 145,
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21) BT A PO T 4 —DHIREICET T % ETGiik)
——RIRENC BT 5 AR &
M4 - MERZEE DOXTHE—

*, t
H o %
WRBHE W B M {5 K& B U ES 1
BOROBL % JE W
=] 9] T, EBIEFERME Ao F— 8, HHEHEEMEREL

R a7 40—, BE B #ITE - 2
Fr8F— ) HT, FEMLIASE DL LS
LY, —HTREEEREC, BEEX - RERF &
il - IERFERIALL o b, REBBAITE &
I ARG EINENDEDL, Fl—DnRFHT
H5, L LERENEBLHRETERIL, ML
THBRERMEICZL L, BIREIE2WTL, 2K
B LR F I ERFAINIEAICH B,

BrizzoBars, CLAKRUIENER
ICHEBLTKREL, 2O—MIRIEEENARLFET
LMELAVD, Rz oHEHMELT, &L
THES S UCLEMREIC>EHBEL, ZEEM
25, )

XMRE LU HE

HIE, ROFREIC BT 5 BERK] (19704 L
%, 35561) o) b, BWIEEERELZHERMAT
BITIREIDHERE & L7z b D508 (4F#y 3 ~515%;
336, 4l4) T, WIFRUZ, Duchenne %13 (8),
Becker #! 3 (8), 45817 (811, %« 6), BAmE
BHEER 6 (B4,4&2), %K (F&L) 211 (5B
5, L6) Thot, B, HREEIRA a7
4 =31 (518, #13) i2 D2\ T RABRICKRETN
L7, 20 - BEREIC ODWToOMNEE L

* ROPIEBR AR
* * ROPIRIRFBIERYH
t RS ARHARA

fE20, % RiER 420, PEFR %M neuropathy 35 X
* amyotrophy 10, IEHEIRZEL 2z 4 #licow
Ty EBRICREL 2.

BRI T CUBGESL R ¢, LAY -
ML - EIARE 2B 2WDY, 2T
R, BRIEIR - ££38 - RFEITR LML 72,
BIRZEIE, 7377 4 »YUIRIC & 3 — W EMAY

- WS, JVARS .y PRI L ke S

& UKLy (HE, trichrome %, PAS
Rt; myosin ATPase, DPNH-TR, phosphory-
lase, cholinesterase 7r ¥ DIEMEE), 7Ly —n
TRATEelF - A RIVLABRZHEBEHEICLSEY
BB & BA L TRITL 2229,

HMEB L UOEREICEY 2REBICODWTH
RNFHEICL - 7255, ZThbogtilic >wTis,
e nhHEki et L 28R, KBz, 70+ 2 5
v PN (JE& 8 1) o HE efaigic X D HEITL
7z, HEBENEBRICOWTIRLUTO T#HE, OIE
CHRERMHO—EBE LTRT.

b 2

Bl (35 13R) FCioBRETL 2= LWED2IL,

1) Fh#RHER/NER < — > 1289 % megahi-
stogram DR TIt, By Ao 74 —FHRE
4, base mEvyspectrum B 2R L e h6 L, &
WA HBRENERZEH L. T4 b5, ODu
chenne B3 #955 1 % .o & L7ZIZITBLREAY %
spectrum & 2 SR$ A%, QL H B Tl B KRG HED K
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FHELAET~NER %D, O HEE R EBiT
TIFFHEZBENZH LD LR E 0D, E
HELTHOEFHEBHPHIL-TwE, @ER (18
W) BT PFHEE; 2K E L TEL, i3 HIC
L Tt ELFRMEZFHET I &,

2) —HBREMaIZOWT, HUJNERNL
BRI L 03, @ fibrosis 3 & U/ BBk BERR
JE: & <iZ Duchenne I ({154 3 FEx DFREIZ),
@RG24, necrobiosis | £ENTA 513 %,
BAT R B BB - B RN B4z, @ splitting, mo-
th eaten $£%:{k, mitochondria £, ring fiber :
EITHA R - BB P BB RNICE W, @type
I predominance, type II deficiency : Duche-
- B RNICEY, O REEMEEN—BNE

nne #Y

(Ro1btE) | ERBUCHE TH D2k, 2 ETH
5. 4mlix, ks b, 2)®IzsRL 72 fibrosis
RNEIRAEIE e &, fE - BIERZEICOWT, &
D BB RN 2 A,

BIBERZE & < (C fibrosis Di&ET

BIEREDRFE - E LT, 2 I3RERDH
LERNT DHEREE, VISR L 22k P L 72 flsE
RREFERL T3, bbb, HHEKES (2
JARZy b, BEE8 u, HE f:fs) nkkkn
HIZ, 138200 u DIEFR X E % ik L 72K 6E
T20ME{RER L (BRFiZ Mmooz & D #E), 2
NENOXE % T 100 {H1E DB % #8832 (2000),
ENENE FALRKRIC BT 729%, HIEE#Kz v

(14K 1 #ERE)

(BE#¥

(% X i
&0, mE
-+ (FalA)
- R -
B $E
HEk<)

1 REf s 13~17 (CE¥1518)

| ERAEARBERATE O B AAE - M E RSO WREIE (AXBR).
(FRHEN T / B + BEOER ; (%))
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—Z by [Z@:‘t@Eﬁ”a@ﬁé%’fﬁgﬁﬁ‘@ﬁﬂfﬁtﬁaﬁ’ﬂﬁlﬁ% I IEH 4 o0 i A HE AL L (3 8994 % T b
DM E ZWHEL, HARMIZETHEL KD 5. o7z F2, BRI XS BRARHE & RTRDRE A LG

Fsis)

Z DR, RS - A - 1‘%‘5‘5& - G BESE oD A 2 E DA E EARIC JI5E L 72, 2(B) ~(D) (4,
B9 5 &, 12T & MR A MO 2 D 1 Z 11 %11 Duchenne %Y (#; ##E T RE67 % D45 ),

OPHLNS, ey Y (i MR AHE TR 78 %6 D HR 4y ), Fe KT (i A
2 (A) 13200 4 “FATOBITR T, IEHITR %7 HE32% OHihsr) %3 (XIFEx DYetaigic >

X2

A A e B3R IC B 5 A R

@ 200 FHXEDIEFHFTR (myosin ATPase, 100X ), F&RS - M - kR - k2L Q2B LH
X3 B MR K996 % D ERs (HE & T4 F#EH), ® Duchenne #if52 2 + v 7 4 —(HE, 100X ),

a%ﬁ%‘ikt& (Rl—4f) #¥967%D#5r, © BRI 2 F a7 4 — (HE, 200X), #78% DR
® %&£K (F) MHrA a7 4 — (trichrorne 25k, 100X), #32% s (HE 1Ty

FREE). (SF L KBRIUIES ; FREEEEELTRT BIMERIANAH, @00 (22

F#) D2fEr > T3]
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SPERL Y, ERENTNDETF (%) 1ZE K
K HE getafgic B 2 WsEfiL).

HM3dznFFECIVMEL 2HRET 0,
EGI KD ELEE 7T 7IRLI2 L DT, JHE
RIRD () AnEFIzZnfEz R, BRI
IEHER, BRTEN4FHEIZRENZHHEIRL 2
oMK BN —EERY, FHE s S
TE2EKTONDI L, TN EERITBHMRME (K
FDECERG) EBE (HhnBWEksy) Lo,
FRENFNOTEIL, ZHUCHREEES (i
DWADOERGY) MM IWEE, B TeELLEZLOT

Hb., TOHR, P A Pa7 4 —BFETITHRRRY.

Duchenne B1|z 5% 3 fibrosis 2B, KIZERFRY,
S 50z Becker B L BB H LB DMAE 2 5,
HEREE S X P a7 4 —R; fioxtiERIZDOW
Tix, %K% - Duchenne 812 2 + v 7 4 —LISt
DFE E T FRARENFEMEEZ Y. LB, T
T2 Wil 2 DIEBI IR EENDFREEIC T T IRFEE BAhHT
HoH, B ) —XTIRE—FHU TS ~10%F2E
DIFLDEERTICIEE > T3,

mE &  ICEIRBENDIEET
YA bu 74 —nifiiE & IS/ ERkICIZFER
DA R b N, ME F B o fibrosis, i B2 AEJE

50% 100%

IE H@)

@ Duchenne (13 { PR R = | WJ}
@ Becker (3) { DRARRNY | JJ'
oLG (17 {
e FSH (6) {
e cong. (1)) {

oDy |

KR F 95— (8)
ALS (@0

LFRIER R Q)

VE BRI E R (10

K3 E® BCRla7s—%H,
ARARHE+ R (3
cong.: %K (F&@) Y,

LR (458) (2B 5 HERETIE O HRHERRILE (5 ARy
AHE, iz /BLU, BB
MD [ BRBASEM D A b e 7 4 —, ALS ! BREHEEN FEEELE)

(%)) (LG: Bea%d, FSH: gA/E B _ERiRY,

— AR HE
L I 1:1]
I:]

et g ikl
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(PR o Bk £ 72 (2 1A BEN o fibrosis), — KIZAKD ) — ZDREFI THREL 72 %%ﬁ%ﬁkl’\]ﬂ’ﬂ%
Eo NI RAE - BAZE (Mhc AR 2R ), 145 18 P o> NI H, RNk OREE 2, B5 D TFEIC

AR M E D EL TR TH B, £D— L7zl MmLK.TQbB,ﬁﬁ@ﬁEL,
124 (A )~ (D) IcBIRL 7. MAFEENL S | &, kP ERE:DEFKI/R%E

M4 Fy2bu74—iBlF 5 MEEEOFIR
® Duchenne %z 2 & 72/ NEBKEEREE ([ /R #70%), ® [, SMEICHEKET 5 @mEDOHHAEL,
© BEHRYZ A5 L7z NEIBR AR - SO S, © RS P _RBERIC & 5 L7 i R BRSF RME o) /)
BEE, (WL KBRUES, @@ 12 HE #fa, © (3 Azan §efs ; S EIIVTRE 400X
(5HdfEER Y £ 1E b))

=115=



E «w ez ] 100%
®Duchenne (1 [JRZLZZZZ222ZA -
® Becker QW i) ]
oLG YR 2 I
e FSH 6) EZ2Z272277774 1
e cong (1) |
“eMD ) 61) ;////////////////A |
sexte s 4o —(8) VAL !
ALS 0 Y2224 ]
SRMETHR @0 2z 1
VEPRIB HERR AR E (10) I://////////////////////A |
I ] 100%
10 ~ 19 k%%%%%%%% ]
20 ~ 29 2000074 ]
0 ~39 P77 1
w0 ~ 9 W27 ]
0 ~ 59 B 1
60 ~ 69 777 A m|

5 IEH, YA be74—&8, WHEER(4H)ICBT 5 BRI koRIERE (2 1/R(%)),

LB BB EESA., TE D I &P OEmITEESN . (BXBR)

(LG : f%d, FSH : ZAME/R ¥ LBi%, cong.: &R (f@l) M, z
MD: #B3E S 2 b w7 4 —, ALS ! MR HIE(LE)

%BTERLLZLNDTH B, Hr DEAHIL, —H3IZ /0
SVEKDFEME e 2 EEAH Y, EBD
BRAIAUZE - FMZBENOEHR L GO0 ML AH
LAEETH DD, T CTREELERELT, F
YENAERL, WA - mE L, A—BEAD
FaBl M E E L (K575 7) Wi

R

Bz i3 ik o) fibrosis @ #fivs Duchenne %Y - % 4%
B ERAE (FBUR) Ao 74—z, KEDH
23 4b 5 FEDNIREMM £ 8o, HoEMHIC
e ER LSRRI IS L © — 7 238,
205 #R L CTH Y, fibrosis iz MEEHE
DIBIFARHER A & DBIHATREE NS, F 2 ME

—116—



BEDRRENEEXRITPIELEEHREORK E Z 04
b, F/—TosEICIZEBE o fibrosis 728
FESEOIES LITLITR NS,

£ =

1) BrRtre74—0BEEASBRONED,
Duchenne LIKEFd REWLIRETH D L) FH
RBHTREEE LT W2 h%, HIREZ ) thotik
IEBOEA R, —ODIHEREIC T XV
ELIL ., WwFRIZLTLHZ A ba 7
4 —DRIFBINC BT 2RENE, #i2 Duchenne
B B W THRICE A 7 fibrosis A58 5415 & v
JHEEICHT 2 EELHWIINREETH 220, %K
L#ERAyici2, fibrosis (2 SRHERZC M - fft
W - BiiiiEL SIcbEIcHEE2 5, b
IRIEZ FICEMiL TWBEELRFNO—D2TH S
EFEZ 5N 30D,

2) —HMFIZOWTIE, BENREL ¥ ORFE
IZB8L, Engel L9z N 2HHEL CHI A+ v
7 4 —4%51= Duchenne B ) s ] & B Tl v
L2400, FREZEFEBHICAERAT ZICE % TEHS
FaBZLv, ©LA, GRHENFEIEICHT IR
B2, ik fibrosis 2 & 3 1158950
(M EFRBOIRS-EEZ &I & 2 BTG
BEERR KL &) Zoflic X DERMICEL 2
KVEALTH BFHEMEA RV L S I8 b s, &
EOMBMKEITME LT L LS L Ty
Ebvbhdd, ERICHNNEDHNIENHI
WAL TR EB3»ELLw, A ) =Xt
% LR I BE R o) R A R AR A 22 1 T,
Bk REeR 2B U CoMENI L NiED K E S (3
RINTITWiew, FIKRISDWTORE D Bk
EINRTREETIE S 555, A EoRES L) 4E
T2 DRERDEEACIIHREL 72,

3) Bk, BBRMICEEZLZZLIE, habom
H - MEREY, QBMEOSHSEE, @Ko
PEIC & % hypoxia, @ ELEBRMENRE, @HHE
PIRIRIRREE 2 & L BIRR L, AR BIRIEL 15
il TWABAEEMELV RS BOLNDETH D, KIE

DHRETUITLITRBEE 2 3R, BIZ T/
By B BWHIRAT R (97 L b MR & 13
W R ), AN LIRMERIER DAL, BRRIR D
fbde &3 & 72 BEE E MR T R 3
I, —EDRRE52[EREELFEZSND,

& B3

UEHRIIBHC R o7 4 =BT 2 HHED
IHRBIRET 217, REMAAMEL - MF RO,
BIUV NP SEROGHECB LIZTHEL L E
HUMCERE L 2. FLEER, hortmesic
DWTHLHEREL, B2 bo7 4 — s
EDMEDIHIE, BHP R w7 4 —EREEENHE
BIZOWTHETOMAE2HMEL 72, ey
sk bz, FHUZEZHAL, BloE8E 25515
2LnEFHEZD,

X R

1) B %, FRRRLE, WIBHE, RiRp—, 8
WA a7 4 —RIRRIC BT B BRED
iz 2T, EEE (iR EMRSRtE ]
By Ata7 g —ENREICET 2 RN
%, BIUE (Z4F¥E) BB 53 EEMFFREEE,
pp. 97—101, 1979,

2) Hil F:HyALe7 4 —EICBITLHE
B, AEENEL 3 209—219, 1975.

3) ML %A SRABRIR, 24 1 845—867,
1975,

4) Dubowitz, V. & Brooke, M. H. :
biopsy : A modern approach. Saunders, Lon-
don, Philadelphia, Toronto, pp. 168—252,
1973,

5) Engel, W. K. : Duchenne muscular dystrophy.

Muscle

A histochemically based ischemia hypothesis
and comparison with experimental ischemia
myopathy. In “The striated muscle” (eds. :
Pearson, C. M. and Mostofi, F. K.), Williams
& Wilkins, Baltimore, pp. 453—472, 1973,
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22) KRNI Ao F— DR - iR BRI ET

ig|

W hE  fm k
X B

3 C&Ic
AR, ML & BT SRRGEAIRR S s Sz
v, BRSO 2 L S IcHE2 DL W»
A F—HEINTEL, DS DERME

FoeF—n ) bEZ L NiE, mitochondrial my-

opathy, nemaline myopathy, central core
disease, myotubular myopathy % ¥ T 3.

L LEolE, Bz IER—DBETE2E—D
Mg, W Or DR HOFERE LI
THREFILHMESNDICED, HoOFEREICHE
DR s F —DERBFFRE D MBS Y
DDH B,

FZTH2IIBLAEE TRERL - Hr DERME:
AoxF—% b &S, T OERRAYILE IS BIREAENY
B EBREREII DWW TR ZMZ 2,

ERl & Bk

7
¥

JEFNZ 156 T, ZHWERIT mitochondrial my-

opathy 7 ffl, nemaline myopathy 4 1§|J‘, cen-
tral core disease * B b 5 —%FK, myotub-
ular myopathy 16T 3.

BOBODEEFNIZOWT, EEREY, HICHE
M, BERFOBBRAEZMHATL 2.

iE B

(1)

BYEIH, &4 BIT, FII3mEL L7 E
TE BT HI2 Y, EERAYZ SRERIL 1 a7
HEBITWH, ZLUIB0EE TIIRHEL TwD,
REETIX, 1FlosanEEEFEHLND. R

mitochondrial myopathy (& 1)

* BRBAFERFBEZAN

*

A
W om | %
%O B om L

I TEFIRE TESRGESEETRBL T
B, REICHEIE, I, KRR BN
BT, BBHENLHTL T3, Zo2HEEDT
‘b, RESCHBEEOHBZATNS,
HEATIZ &P TRIFICHEITL T3, 3E, %%
MR ARENE L CIFE8O L - 72,

MERKMTIE, #E6] 2 T BMR-16% +# T &
T, F4EH ] TR LGEREEZESH UM IR
RFICREZ2ED LD -7z, i CPKEIIZIERE D
Lo LREFEATILNETH- 2, HEATT
2 FTid, 2B TATIFBO MED ERA LT,
VbW 3 flat pattern TH D, 1 I TIIHERFE
R ERLTWDMEHENZ, HERTIE
1 Bl D A REIREZEILDRE L 2D 555, flo
FEF T HBEEEILETRRT TR TH - 72,

A EEARISIER] 2 & FEB) 5 13 EBE=SHE TIT VY,
il KR IYBE 55 CTHEAT L 72,

HEE b2 13 26 ¢ Gomori-Trichrome 3
f,cragged-red fiber Z32H22 (X | -A). 272N
ADH ¥+t Cld, FEIC type 1 HHETHHT & Hb
23 Fary F) TEREEORMNA AL DT,
4 P TIXRBIEICEREBEEORIALLE, Wb
moth-eaten £ 42 multi-core BENE & HED &
L7z (A 1| -B), ATPase s Tl3 £&AZAYIC ty-
pe 1 MHEA/NE I B - 72,

EHCIE, B TE2HROICECHRI 2
>R THEEIN, Er DR G AR
HERHLNIZY,

(2)

B3 B, &1 B CHEEIT2058D 5355 F T
T, FEIREEN T mitochondrial myopathy k1)

nemaline myopathy (1)
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| mitochondrial myopathy (£ 4 )
A:ragged -red fiber (} 1) 7w —2 Yt X200)
B: i ¢ W% multicore FnZs{l (NADH 4fs X 200)

LR £HI5HEE TICRIBL Tnwd, 2K
WRIEETIZ 4 Blrh 3Bl v & ZHREETH D, FER 2
DORHE F itz 3tic CPKE» FHLTED, F72
HEG) 4 TIXFEINTIE D A 54115, BAREERIZIE
Bl 2 2 BT, FEEAY 7 BESR & slender oKDY
T, &8 o diffuse e HiFEMAA LI, F

725EH 2 TSR, JFEBI3 & 4 TIEEOE, sc-

oliosis 2@ & 417z, —HEERI 2 TIF, BHIRIZIZ
IZIEH TH D, —BEHRMERAD A LN, F2/
KT, HHEHOSAALFUH A a7 4 —
FEICHBLL T w7z, F724EF3, 4 TIZIRETHE
L IREESFEEHH ), ZiE oculogram T Y
HERINTW 5,

M3 CPKA# 2, #EW] 2 TIZ2008 42 EAL T
W3 AT, MBI TIHIZIFIEFEZR L2, HE
HTix, MREMEE HEEDRELZ BT TR
HE L 7z,

AL, JEB 4 THEE T TIT - 2o BT

I RBRIUBE B THRIATL 72

tHEE L0912 1%, Gomori-Trichrome iy ¢
4T rod RO R F 8%, NADH 3ufs ¢
13, rod DG TIREBERIEMENMEK T 5A L 7,
ATPase 45T, fEHI 2, 4 Tl type 1 #R#E
DEHED A b L7z,

2 Z Tz DIERI T L L7 IR E AR A
FT 5 L, Qrod mE XA, 1sarcomere L)
WENEDL DD BT &, QFERI3 & 4 TIIX
Wrod 238722 &, @rod D FHE % B IS
2% &, WWi% T140A, MEMHE T180A X 140A %
tlilooA o periodicity 2 L TwzZ &, @%E
B3, 4Tk, L ZZHOGMHEEED,
ZOEMLIC B rod FRBHZ2Z E(R2-A), ®
FEB 3, 4 TlIR—FARHEPIC &S SR AR Z &
CEREI I FP)TE2EHREDZE (H2-
B), ®%EH 2 Tlz, NADH yfa ¢ target fiber
L EEROMBEDODRE 2D e EHIT
LiLA, FRICERRMIC IR T, RERGES)EE
RROHREN 3, 4 THRBEYAYIC, rod LIk 3
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(1) mitochondrial myopathy

wllem| 1 | 2N | wikE B PR AE K CPK | %E/
REG T IRERESHRER ’
1/13| M 6 —) 52 | myo.
© PRV S DY A% AR S
R A% IR B B Pz 22
2ls2| M | 17 | o |BETE REERE 6 | myo.
EEIE SE U AL 7 ZEda
slawl F o5 O IRE T i IRBRIESHREE 68 | myo
TR L 95 4 ’
IRAG T E IRERESHEE R myo.
4 |50| F 23 ) i 38 | neuro.
AR $8 DU % £ 4
Wz | BT E BRBRESHEE BE
5|51 F 32 N . 32 | myo.
#OUy | HUHSEMUAL B FEHE
IR THE BEEGESHEE BE
6 [53| M 20 —) 29 | myo.
( 2R SR DU A B 2R A
2 ls7| F 47 O BRI T3 REOEBIEEE 4= 78 | myo
AR S8 D0 % B A )
(2) nemaline myopathy
d hic f
1|20 F 10 - ysmorpalc. ace 50 myo.
&5 DR EHG
ez oA EL .
2 loa| M " (AR @Hidm%ém NEEA R 290 myo
#Ouy | REEKR neuro.
Ve LR S ) b A 3] .
3 130] M s v 2! ﬁl_EbF. & 5y D h A 2 myo
# #% | dysmorphic face neuro.
Ve | IR HREF RS &4 .
4 l3s| M 10 Wk if2 JT§ 123 kl_ﬁbp' ot 12 myo
#BF | HEFZEH dysmorphic face neuro.
(3) myotubular myopathy
WweZ | RETHE  IREGESERE
1|24| F 6 e 6 | myo.
#OW | MEGEEER S IREIR R
(4) central core disease
1|55| F 15 B WEE ueTRREE dasbR BRI | 26 | myo.
neuro.
BRI ZHTE 78 P PO B8 25 4
2 17| F 13 1t <R 65 | myo.
HITH S 05 5h 254
3 (13| M 10 B BATER P _E B i 24 81 | myo.
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A G Y S8 rod (M) 7o—2geE X200)

2 nemaline myopathy (FEff] 4 )
(
B:®® I3 FY T (X43200)
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Fa> F)ToOREZEDZ LITHEIKRD 5 FE
TH 52

(3) myotubular myopathy (3 1)

24D T, WHIZWE ZREETHY), FIK
B IZ =M, BEB ISR K % 328, SR
PHEUHERLUOESOH KT, HEHEIHY,
F 2 PIRICE L HEM A S L7z, CPKZIEHR
T, HEXLIEFHOIR TH - 72,

A M BB = IE S TATV, AR LRI T
T OFHETH O & e, NADH s THL
ERICIEE D A% 2 5 A, DS D i
LBH LN,

(4) central core disease (& 1)

SEBNIS6D R, 17O, 13D E D 3
BT, 3Bl L10mE T ETHIVET2MHEE D,
Z DBABEICHEATL, BUEH EMORENEIZD
5H%, FooAFIZHEEEY ERBEOBH S A a7

4 —fEICd o & biEv, FEOE, W, &

LN 2Bz, CPKiz 3l &E EAL,
BB XTI O E G THRERIERL 2o 72

A5, M T RTHEBELTH > 72,

FiAEmRIE, BB E B Tl RBRIUSE ), W Tl
i TSR TREAT L 72, BERL TR, REIE oYl
iz central core (¥ 3-A) & nemaline rod
(F3-B) #5872 5H%, F#2 ATl core ¢ rod
LRHBELIEL» 572, 288 Tl3 type 1 fiber
predominancy, -fi 2 A Tl 3kic type 2 fiber

predminancy T# - 729,

=z =

ek, MIEBOGHEIZ, ZLNGAEREEICH D
L JE R A 7 72 6 F IS BB RSFRAE
kG e KiIc oW G Er I NTERZ, Ly
L 19604 LLFE, ik baaoyetad: & &1 B
HIEBOMIERICIBHI NG RIS > T b, HD
RERE 2L 5 2 < DKM I AovF—AFH L
K HFHINTETW S,

FeRME 3 A ooF—I3, ERROVIC B BAAERMIC
W OB E L H DD, TIFNUICFHFRIED
HNERRIYIC L b 2 FREZKITRETH L. L2 L,

3 central core disease (fEff] 1)
A: %% core (NADH s, X250)
B:nemaline rod (X6750)
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18 MEEATIE COMVIR IR & IRAG T % EME T 5
BEKRTIEI P2
TEEZFL VIR RERM R 2R TIE
B, FBERONCIIBEFRBH A ba 7 4 —E
ML, 44Tl nemalnie rod % 38 3 4E
BlLdH0, LTFLILIBHPES TEWEMNLD S,
—F, HREFEICEESEREAKRES LI T
ar F) THREKER, rod, core, H.l iK% LR
HTHENEHERE2RTEHELH 25, Hz
R —HBgERNICTod £ I Fa> FYTERED
&R0, core ¥ rod HAfE, FlIbar YT
PR BATHEREREER M E R TES L D
POFERE AT EMNLDZ. E5Hi, B
RENCITIZR—DEB EEZ L HFHIT,
HEBRTIIBHIC DA coreRerod 2388 3 A%, F
BRI TEREA TR ETVWERNLH S,

Zonizh, TRLDEBIERE DL DEBIERIE,
FRFOMEBEBIFICOTIEFLWRHEDLEES
no2H 359,

Gk, TnbnEFloEE, ML5A2DHED
RBEFE LV LUFEAER~NDT 70 —FHUEE
Ezohns,

ocular myopathy T,

F & &

FRM 2 F o xF—nBRKE, BHNEFRIGERE
2DV THRET 2R 7z,

1)

2)

3)

4)

5)
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X R
WAk T, EHEEZS, HIIELL ¢ R
ZR 7 S U # 4% 5 mitochondrial myo-
pathy o> 1 %, Hi#EPA%E, 10 : 182, 1979,
wATER, WM BEL, BAREETFIZ> D IRHRK
BEItrar FY)ToREL 2R =) >3
AoeF—on 1B, BIREEEY, 18 35, 1978,
h BRY, AREWH, BARFHRIZ> D Myotu-
bular myopathy o> 1 . ##:P9%4, 9 495,
1978.
AT, JLEES, EkTFEKkiZH  [central
core disease H—KF| DERERAIIFIE. EEAH
2%, 1980, in press, :
Bethlem, J., Arts, W. F. & Dingemans, K. P. :
Common origin of rods, cores, miniature cores,
and focal loss of cross-striations. Arch.

Neurol. 35 : 555, 1978.
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EATHESNNRBRED I Fa> FYT

HElcon<T
Bk E
WRBHE B X W OE K OB & @A F H K B

MARHEN S b 2> F )T BE 2o TS
HR 55 BR 8 5E 51z D v> T g, Oculo-cranio-soma-
tic neuromuscular disease® # 3 v>|3 Kearns-
Sayre syndrome?7c & & L THEI N T3,

FHELIIRERNZ2EL 4 PlIc > THDOMEE
BIRFE LTV, KRG & IMHEL L oIt & O

HBICHBET DI a > FYTPTREIZOWIET
DHR 2B THET S,

fiE 7 R &
A BIDHERRIG 2 3R 1 ISR, FENI25~425%1C
b72d, B1IFIEERA NIRRT WE3IRICH-H R

x1 EfinF LD
Case 1 Case 2 Case 3 Case 4

Ace. SEX 41 M 42 M 25 M 22 F
FAM. HIST, AuT. DOMINANT Se, Sp. Sp.
AGE AT ONSET 10 v.o0. 28 v.o. 20 v.o0. 12 v.o0.
INITIAL SYMPTOM Prosis Prosis Prosis Prosis
INVOLVEMENTS

E. 0. M, + + + +

FACIAL M, + + + -

BuLBAR M, + + - -

PROXIMAL LIMB M, + + + +

OTHERS +INCOORDINATION

0. F, N CHANGES OF N N

PI1G, EPITHEL

C. P. K. (I. U 112 92 N N
EMG M M M M
C. S. F. PROTEIN N N N N
ECG Inc. R.B.B.B. N N NSIENT

W

BLOCK

* BAAEMAEHEAR
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1 2
I L2
;l_l

L& e & T

+ 50 +?L +39 + 22
Y TR Y b STl

50 48 47 +44 /1.1 38 34 31 29 27 24 29

) il G m oy

19 15 1 7 10
Y . i &
+ i

& DM R A TICCTE Y

19787 5 1]

I ER 1 DRARK

REJRLZRL, FROEEKEHREEZE2HEL TV
2, 3, APNIIMRLITH D, FIEFEIT10~28
R, B 13144, Zofliid 4 ~14EICh
725, BFEESH CIRIRE, WBGEMHREEIZ4
Bhic3aBL, 1, 2, 3BICHEmES, 1, 2#HT
REMICB LA TS, ZoflucE 2 fiCciRED
B RN, 8 3 Fl TN oIk FEREE) E
EEMED.

MmiE CPKix 1, 26/ C&ELR, HEXIIH
IR 2 — 8 TR EEILDRE L ZD
5,

BB R

o ERRIZ KBRS G AXEE G TIT- 72, &
iz ragged red fiber (24823 % Gomori tri-
chrome s CHE TICRPLREZ AT 2 HHE £ 2
&, NADH-TR e CRIFRIEERE S L OET
DIRIEZ RO,

O ESABEE T3 ragged red fiber M FRYER
HESLTHETICREI Fa> F) ToERE

CEEALE RS, BLRHENL Z

386, BRARMERNIC 7)) o —4 > R, FREiimo M
muzEHE-Tw22 (F2A). BEIra> ) 7ic
270 27Fomn, EX{ib, FEUGEFAKLE) %
EIINEEZ ) 2
ZRE 7213, ASERECEEET 3 BB RO
BELD L 2HEBHAKREESI I P> FY T
HFETH-722(E2B), TLINLGETHORE
by ) T7ToEMCEHAFEL T fine filament
DESEThOPIIBWT LD (F2C).
RIRFEIED] & IMFHF % kT 2 &, FiBTIIREE
TEOY FYTRIEEACKEAMHAKELET 2
TPaAaYFNTHRAREN LY, HRMAERREICE
WA, BENCBWTLERERH L NS (R3A) iz
L, #HFTEEEEHAKRZEI I Fa YT
L H B, BEXRIL, 7Y ATFoRm, IREHAK
DL & SRR TE S R L By B iR HER B 1o 7
L, HHHEENTCIREEFESRT I Fa>
VT HETH-72(E3B),
IRLOFROE LD ER2IRT,

it
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x2 EIHFROZT LD

cAsel CASE2 CASE3 CASEH
1. TYPES OF ABNORMAL MITOCHONDRIA

CRYSTALLINE-LIKE INCLUSIONS + + ¥ =

PROLIFERATION OF CRISTAE t + + ¥

HUGE MITOCHONDRIA ~ * # +

LIPID-LIKE INCLUSIONS - . + +
2. DISTRIBUTION OF ABNORMAL MITOCHONDRIA

SUPERFICIAL + + + +

DEEP + t % %
3, AGGREGATION OF FILAMENTS

NEAR ABNORMAL MITOCHONDRIA + + + +

2 EM. A:3,240x #Effl1 B :66,000X HEHI1 C :7,920X £EfI1
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X3 EM.

=z =

DU AT 1 B 5 % 14 > 72 AT MR S B R 451 oD
S ALELFT K 12 ragged red fiber o) fF 16 AV
EENTWBY, A FREL, MREEESZ
DD FHEAE K % 1 > 72 AT SR Bk %5 1 35
W 4 ragged red fiber D FELEDHEZ LT 52)
ragged red fiber (23 F 2> F) T O R %
{# - 72 hypermetabolic myopathy |25\ T 3 E2
HHENY, B 5 F DM LA I B L T
ZRUEHRL BN TLEESI N T DY, i
12 ITRGRHEIC BBLL TV %25, AR R L <,
ZORBBTIITHTH 5.

B e % Tragged red fiber %o 72iEATIEST
RO HEFZIT E A T IMBEBITH D, Kk
M FERE B D 12 D70 WD,

SEHELZI Par P T REORTA & LT

A X13,200 FEMH] 1

B x13,200 #Ef) 2

PESMIR BRI D AHE & DBEIZ A TH B, rag-
ged red fiber O #pHEREIC BT S I Fa~ F
)T DOERIZ, B D25 RRHEATR TH B D5,

LAe F DFFZROITIZEI N TV v, il Kuroiwa
5K 2 IR SRR D S IRAMERE AT L 2
Far F) T MBKRE~FEET S EEHmEL Ty
5, T btar F)ToBEBEMBEHESZ ) ITET
fZEMRE C B L, 2 OREIO BRI HIBE A o) MR
HROBE 2MEL T3 MEICBITS I}
o> F) THREIO RIZ ragged red fiber 128
TEHETHI by F)ToOEMMEZHLOHTH
L. T3, EEEDOEFE» ragged red fiber |
VHEETDERET S E I bar F ) ToOHBRHE
FRE~DEROBF & L T2 ODAREEAE Z 51
%. 1l ragged red fiber (= 31} 2 {kEEF K
EDHEIETH Y, o123 ba> F)THK

111

1
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2B BRERERENTUERIETH S,

S haxr

FUToRE & ERICBEE T 2R EIRESINT

W % N3 hypermetabolic myopathy?3,

KR

BLIMAE S A 7eF—TD 2 b 3> FY) ToEKD,

DNP %5 THEH M THI ba> FYTHE
1L® e &b iFond, KEFRRENELEIZH M
P 3 A oeF—iz, BEHRERMED UM hyperme-
tabolic myopathy, DNP 5 7% X g : |

o

FYTREDHEL—ET 5. TS,

BIZ (T ERMEH R EICHBWTH Z DA
BWTCIRIBEORENTFELVNETE S,

fine filament HEAIF I o> F Y THOHEE
NOBENIZEEG L T3 Lo bt v,

HWERBEHAKZES223 F o> YT, 5RG,
MEFTHRICBNTLREENALY, BANE
WRIRBITIE, BRE I Fas FYTolzEA %L
HTEN, FROUIEBDEGENC X WL
TweEZLNS.,

HABHAKI T o B THAAERBEICF
ETDZ &, %3 bar Py 7oREEED
GEREZDLDRICEBEEEZ LMD,

1)

2)

X R
Olson, W., Engel, W. K., Walsh, G. O, et al.
Oculocranio-somatic neuromuscular disease
“ragged-red” fibres. Arch. Neurol.
(Chic.), 26:193—211, 1972..
Berenberg, R. A., Pollock, j. M., Di Mauro, S.,
et al. : Lumping or splitting >—Ophthalmople-

with

gia plus or Kearns-Sayre syndrome. Ann.

Neurol,, 1 :37—54, 1977.
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4)

5)

6)

7)

8)

9)

Luft, R., Ikkons, D., Palmieiri, G,, et al. : A
case of severe hypermetabolism of nonthyroid
origin with a defect in the maintenance of
mitochondrial respiratory control : Acorrela-
ted chemical, biochemical and morphological
study. J. clin. Invest., 41 : 1776—1804, 1962.
Chou, S. M. :
observed in a case of chronic polymyositis.
Acta neuropath. (Berl.), 12 : 68—69, 1960,

Barron, S. A., Heffner, R. R. Jr., Zwirecki, R. :

A familial mitochondrial myopathy with cen-

“Megaconial” mitochondria

tral defect in neural transmission. Arch.
Neurol., 36 : 553—556, 1979.

Kuroiwa, T., Takahashi, K. : Induction of
mitochondrial migration in the slime mold
Physarum polycephalum. Plant & Cell Phy-
siol., 19(8) : 1561—1564, 1978.

Reznik, M., Hansen, J. L. : Mitochondria in
degenerating and regenerating skeletal mus-
cle. Arch. Path., 57 : 601—608, 1969.
Askanas, V., Engel, W. K. : Diseased human
muscle in tissue culture—A new approach to
the pathogenesis of human neuromuscular
disorders. In L. P. Rowland (Ed.), Pathoge-
nesis of Human Muscular Dystrophies, Exce-
rpta Medica, Amsterdam, 856—871, 1977.
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al. : Electron cytochemistry of crystalline
inclusions in human skeletal muscle mitoch-
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24) YA} a7 4 —F X OIRBICBT 2K
fi] g} o) L 28
A F ¥H OB
WEBHE B ¥ % F W m {8

Friz, R 74—FX> V@B LD
E0 HREERITTHS, FEIC O E O TEREL
CARLEDBLUTD L S LHERTH -7z,

HRREUHHR
PRI 74 —F X DFLBELICERAES
52, pERkofAickdz 2 ta7s—Fx>n
RIERE L ke L7, $ARERARSH®H7H
B &z oozt k% Ay TBREL 2.
SHEoEERAEE L T,

DIWHEERL(R )., T2, NERFRS
TIED= L SEOETF A MBMEEL, KFE
FEEL 2L 02 FV, RIFNFIZKERE TISES
L25FEICRIEL, RFEVLLDEMFERHLE.

=& 72
Pk 7 W8 BHICHEAT L 7z flip test, 1008 o 5 &%
THETDE(E ), EBRALIE, URADFX>
2B Wi Rk#iid 3 BlA 510 TH D, F#ids.1
HThoiz, FREBRE2E, SHOFX> T3

FEEHE1 I BEFDOEFHIRFEEZD/INE BARIE 2 mA 51011, FHid5.90lTH 5722, =
riReELZLD nicxt L TEBRASHEIGBARIITEE & L £-4
KR 2 | BEFOMBL EARKF L2 RE D) T bOH %L, fih oMkl E
Re&EL2ZLD 5 2B TH -2, LLENZ &h SEBRAR
EBRE3 | HEMoEFHIERFH % IR Ti21l, 2 & LEHBABCHRL T, F—E4C
alzdon B TIESHEAITENR (R TW5 &
x| TBBRLERADES O
ordinary food | wheat germ wheat germ oil
vitamin E 30.00(mg) | 57.78(mg) vitamin E 322(mg)
nicotinic acid 39.09 34.47 saturated fatty acid 15.51%}
crude protein 20.48(%) 32.13(%) unsaturated fatty acid 84 .4(%)
crude fat 3.19 9.75 linoleic ocid 52.6
crude fiber 3.03 3.15 oleic acid 25.5
crude ash 6.88 4.68 linolenic acid 6.3
vit. B vit. B
pantothenate | folic acid
pantothenate
experimental food 1 : ordinary food + germinated wheat
experimental food 2 : ordinary food 1/2 +wheat germ 1/2
experimental food 3 : ordinary food +wheat germ oil
* RIPRFEFEREOAR
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Muscular function and body weight in dystrophic chickens

number of success in
rising off a flat surface
when laid on their beaks

O fed with experimental food 1
10 000 00 000 O
@ fed with experimental food 2
o X fed with experimental food 3
o @ fed with ordinary food
(o))
(0]
5 ® O
o o
] ® O
X X00X @
X x ®
X 00 [ ) 9 body weight
0 500g 1000g
| B ARE EBRAIC B3 flip test piik & RENRIR

Wik, EBRAEL, 2HTIIRREKENHEMI
DAt THEHTHRENL T WL D EHEL
TLHLLICEND Y, EEBREENPRFFIZEARE
LIz A wEEZ LN, XEBRELHENHY
2EEX DL X VBV RIFTH S EDNR
7205, HEFMLAEER L, o2, L2 LER
HIHICBVTIREIEOWEIRIZILALES LN
b ot, EBRANKIPLAFTEIRIOBY T
b B, BFNEDOETOFMCEIL CTIIBLIER
FHRTH D,

I AEBRARSHOMEE7THABICEIT S
HOTLENREELACTEELRZ, A0 7 4
—F % > CEHBBHEDOKRITRLEL (, —H/
®Ziasko grouping Z B by 2 RAA LNz,
N AR B TE L 2 AR HE DD S e, 3
B X% 212 v TRz ) KATE, IMERHE

B, HUlE, BHERHEFRRRICALNZY, YR
Fa7 4 —FX> L DREEIBOEVIHRE
72, FrvRtu 74 —F X, WHBRFX,
EERAHT R CICB W CREBENEEDRED
Wy b ivte, EBRAL, 28 LHEHERIZEY
S LDEHEALT 55, EBRAE 1B TIE, floce-
ular change with phagocytosis 2<%t B8 % > X
) X% < #kFET 5. L » L phosphorylase ¥
o T3 BRI 3 MEFIC B TTRE T, X 7o PAS
Ty EETH D, PhatEesiko pattern i3
ARSI L CTRFTH-2(H2). KBRE2
BB TREEDHREITBFX L) 5L
By b, RBRE, SENCERRMEKEND
B 2, 7 Tli % - 72. phosphorylase Y& Tid
e fr 1 BERIRE, BEC 3EMUc o5& 1, PAS
PETLRIFTH-72(R3).
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2 EBRE1IHOMNEG
PAS yufa, 3FEFICHFI S H, £fkopattern(3 @ EBIC L TRIFTH » 72,

EBE 2HNIWEG
PAS §efs, 3FEFUICHBITTRES DY, BMHHEHEI MBI X > L )% (BET 5.
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£ i

Hratru7s —EDRERIBED EZHTH
THhbH, EATHEZHEMR, RNARK %
b T2 BEAARRDOEE? L 2% D@t
HICEVEHS TS, LEBHNN ATP &
DY, PNV eTA FOBMPLERAF)EF
DL, F R AEAPRERIC L 2ELERZ & D
HESINTEY, BEEEORELT W LIIEENR
WLI/WIN T B, Reiz4EIFRF/IEEAH
L7225, EFORIFIIAMoEY , EHE LB {bF
t7 b B FNDBR T, BEFENI Far F
D7, VRV —2L, Bk EONBRER, BER, R
NA % FoE s FWwHE G, BRoOKE, A
TP E#ET, EHAHDAEI»ETT S, 3
FEHWN/PFEIZBIT EEEBOBIEHIREINT
w255, DNA R RNAZFESF & & I ik
mLTHY, BFEOUWHICIIIHL» LD £ o RNA
HEEIN TSI ENEHI TS, Fi2,
IEDKERDP L EN LY R —LDEEHEEK
he, IRk, #8) V— A BRI BT 25
DREHDTED & 6 LT B 25, BRI R ) V' —
LDTERIZTEL L, ) RV — LDEEH B 5.
ZFofh, FIFICEBEL TUERFHLES, HlaaH
FNEBE T EFEUHEYRE RIVE S DEKETE
Wiy, o, HEWIC L - TE, THEFE

BFEE DR ORME, b)) 7)) T4 FoREd, &
ARV EFDEKRE ELREI TS, F72Y
COERIIRFVMPCESELZRTY, ©F I
A, B, C, D, ELryRFICEHEL TCEREN,
IETREFHBOL Y I COFRIBEBRERD
0.022%12 L T3 UEnZ & 232 TH
By flip test m#ERZH 2 5 &, BFMNHEH D
WA R a7 4 —BYofpIc, EHEICH:
DHNZAER % RITL TW 53 Z EHDRETE 3D,
TEREAEICIZBAES THE Z A 52 4 &I TE
BENTELT, BH/NEIFEERNICED L ) ok
FTEHALTWALEBRENE ZAFTHTH B,
BIZKFEOYEIC & 2 IR RO LEhRD, oD
BFROLFREZ2ATHEA>D 2 0», §EBLES
T CHEICKRETOILENS 2B E 2 12,

X B

1) HZHEFEKR, HPES, AHEE—HIAEa7
4 —FFTN (=7 L), #EER 231979,
1979.

2) Ross, K. F. A., Jones, K. W., John, H. A.:
Tissue culture in muscle disease, in “Disor-
ders of voluntary muscle” (ed. Walton, J. N.),
Churchill Livingstone, Edinburgh & London,
1974, p. 443.
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25) ZEBXWY X % xF—(I1)— Vinblastin, Colchicine
I2X %7y M ERYDOERERZERZEL

=
iR PAE g~ T8

B #

BEREDHEICEEL T, MaOBWIC L 25
EEEnL )2 2 ERMICHERTT 2 HWT,
SE24EE I #4872 Vincristine( VCR) |z Vinbl-
astine (VBL), Colchicine (CLH), #/nz Tk
ALz, cnsondFEPE TN T LS v
A Kk TdH 355, microtubles D EE RS & AT
SN AARGHEAEFNE2DERA2FS
LT3, LA UEEN TORBSEC
LT, WEXZTHDEI»SWIERTHS, /2
VCR, CLH iz, #hic kKBRS THHEICLNE
&I A B O NI EHAIC v HW 5 membra-
nous body # ¥ 2 HErms5 T35, VBL
BT LRIFEDOBRITFHEINI VL ZZD
BRI A LR W,

s o3

#FME LT VBL & CLH # St RE AKX V
BL 2 1 mg/ml, CLH {20.5mg/ml (=% #% LR
L7z, i, Wister %7 » b, X, K&E100
~200g #{£/H, VBLIZ 1 ~4mg/kg/H 1 ~2
b %738, CLH X, 1.5KRw2mg/kg/H 1[0
P20 % Z N ZHERENS- L, #58&T %24
BREI BICHEE, 2720 bIcBEER 2 RIRL, £z
THHAR), HHIC CEFHMNBE2T-72. MR
LCi3ERAKImI 21 ~2@EERZS L2
WE Rz, EEEREIE, SN T HE Juta,
Trichrome 5 Gomori Z#:, ATP-ase yuff,

* KIRERX¥HE—AR

o

T O
NADH-TR #f5, Sudan Black B #ufs, Oil
Red O i, Cholinestelase itfa 2 Wi L, 177 -
7z, HIAEEL, BBRRE2.6% 7NV —NTNT
t FRUBEERE 1 %A R I VLB TEEL,
7/ —nFRFHKEIT->C, Epon BiRICEIEL

181 poFREYWE 2 ER L, Toluidin Blue

et | CTHIBE LTV, RO TREW A 2 /EE,
BERE™7 7 >, SRt 24TV, HIL H500 BIE
TERRSE TR L 72,

& -3

1., —Aktkee : VBL, CLH w§hoFEHETh 1~
2 B 1%1 #E 2 DOFEFE 15 EEAL oD DU SRR 92,
TR ERE KL 23S, VBL HoEsEE
i3, b BEICHLBEO LN EL S, D
fis, VBLETIZ, &, IMRLOEHEIZTHLN
7z, 2, JEARTR D VBL#¥ 361 (1 mg/kg 2
Bl 1ME, 2mg/kg 2 10L 2mg/kg 1 @1 T)
DAz, Trichrome @ufs, Gomori %5 i3 TR &k A
sy, ATP-ase (pH9.4) 6 TnbH® 3
Type 2 #iMEL D EIEHE IS F 2 ML DL T
TlEH @D LNz, 72 VBL, CLH omb#
I NADH-TR ygvfs, Sudan Black B x5 ¢%
CIFZe AR AMHERERBEN AT D 5 i
e Eos@Bobnz(E 1), ZoZEqkid, VBL &
T3S I AL ez b 538 < 74 B¢
9 %52, CLH 8N TIIIFENEmILE2H S vk
- 72, F2ATRERC T B E AR R E o= ki
F 572 B 5 - 72, Cholinestelase ifvfa,
12 & MR EAHORHENBE TR, FWiksS
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| A VBL 3 mg/kg/day 1 H#}5 Rat Bei# Sudan Black B 4efs X200
B TR O RE 2 2 B, (O

B CLH 1.5 mg/kg/day 1 H#%5 Rat % Sudan Black B 4:f X100
R R ERE OE R B B, ()

2 VBL 3mg/kg/day 2 H#%5 Rat R
251 | 72 mitochondria & E 4 41 5 f&E ) & o0 —#F 2 membranous
body ~iEZ ) b LH D, (4
M. membranous body
V. zZefy
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3 A VBL 1mg/kg/day 2 H#5 Rat BERE %
T-system(T) 2B L THix DRkE 2 /2l (V) 2 388H 5115,
B VBL 4mg/kg/day 1 H#&5 Rat i

membranous body (M) » T-system (T) |#i#MErE 22L& 221
TWwh,

4 A CLH 2mg/kg/day 1 H#%5 Rat HERE
SRICH®T 2 & Bbi b &80/ (V) 3 5115, membranous
body L ) » w52 5.
B CLH 2mg/kg/day 1 Hi%5 Rat BeiE %
membranous body (M) &/hZefd (V) 25—fKk & % - Ti& 51 5. Triad B
N SR /WL RBOH LS. ()
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HELMBELOMICFHICEZZD L2, £D
o> Gets T L RIERUAN DR T R ETRIZEDH S
Nier -7z, 72 Epon @ RAKD 1 p YIFD
Toluidin Blue ¥efuic & % X%H#E % T VBL,CLH
TR B ESERBE T, FREYR TIREDH L
NZeh - e ianrsgio b, 3 EHrR
VBL RT3, BHBET, HRAHEMICEHEN VD
¥w % membranous body D2 HEES & L7z,
membranous body M & % b DI HulENIZEEL
7> mitochondria, & 5%\ {3 glycogen ¥k %
o T\ 72, % 728i4E L 72 mitochondria, iz
W /Zefahssled bz, fill, ZEMEL 22 mitoch-
ondria & b 2 &Y EEE 7 membra-
nous body ~DHER % 5 2 H7b LS EHEED
Liz(B2), 25ichH BT, T-system
ICBE L CSRICHET 2 L BbhsfErnk s
Bo/pNEErEEEd N, 7z T-system 5 mem-
branous body X#EBGEMEEZHTEHT L EENHE
BEEAN(EI). F, L2AHEZHtriad
7 SR oligdt, /MR E & t7z, membr-
anous body ik, VBL G5 EICHE L
T8 Ze B EMmAEDH LNz,

CLH # CIIHHIET, BB SHniEx
NDREIDPERIEDH LN, ZNHD I E
—{k & 7t - T membranous body ? ¥ A 8%
Lz,
b, hZEfftb@obnz(Eae), MERDTR
13 CLH # Tl B & ) 5BWEIEAEED 6 1,
F7:1.5mg/kg 5B L 2 mg/kg &5
membranous body DFZEAFEL BBH LN,
B4 MmN,
BB I > Ty,

neuromuscular junction R BHE

*z E S

48], S524FHE M LFE THIE N VCRICVBL &
CLHEmzzhoHEWickd7 ot BREHOE
& L TR e AL & iR ES L A2, JeSREZEbIS,
VBL, CLH Watic 3@ L TRl b L7z B IR AR HE
BRI DAL T, VCRED LD L RN L DT
HBHHMBIUE, BEL LR IZPIIBCDLTH -
7=.—77, VBL ¥ 3 fili= ATP-ase ¥, Trichr-

Fr oA EZ AN triad T SR g

ome J¢fs, Gomori ZETh T2 I 88 5 7221k
i3, VCR#EICEMEDYE TH LN HEIL
boThY), BHBMOBELRT1IOOMRAL
Bond»RBOR» RO 1L b3 T
3dh 508060, LTL LISGHEMOHENL
E2LDEBMELENRLNLDTH -T2,
EHEBE CMBICRZD b N S/ e,
ML LBE L TUIEMLBEZEL, 13LA
& H%f mitochondria k N /&, FHkE SES
595k, FoHKIE SR b B\ i3 T-system »°
2 bNBA, 2& 213 VBLE TEIbD L ERE
BEAERL A2 A B &, T-systemnZ{biz i 51
9, FHUCHEET R C/ER>ESIL(K3A),
F 72 triad 38T SR d A » L, AIZEfibL T
WEREALEIDSRARETEIHFH»ZLREEZLS
172, L7 L membranous body O»FEd£izi3,
WHRNC R R 2 80H »72, VBL TR E
M L 7= mitochondria o g & o —&h»H* memb-
ranous body ~?iEREE ) b L& BG4 L
n7zH(X2), ik VCLETHZE X 1L/ me-
mbranous body »%, FDHLENCEFEET 2L
L 72 mitochondria ? fE#E & EEEZ R~ TH L
(F5) BENL D e B, VBLFH membr-
anous body &»—# § i, VCREE L EERIC,
mitochondria iIcHIR$ B & EFEZ Sz, LA L
F 72 SR H13#, # 5\ i3 SR HE{b L 22/ = ha bt
membranous body ~ LR L T FLHWS
7z, —ERC membranous body »° T-system i
WG LSBT 208 & SEDBIRES U2, 2 b o
Nz T K EALDENERLAL T T-system Bk
BEICIBFICEIRES L NT, ZHUCBEET B
TSRHEREBbREAZERIFETEZLLY,
SR #* membranous body ~* # BT 2 82T
T-system %% XA b r#ME A7z (K3
AB).L7:%°»> T VBLETIX, HxDBHELED
Slotwiner (1966)V LIRDFHERHIBEL TWBV
CR#® L 7 L FEEIC,
mitochondria, SR i ZlcHET 2L N EE 2
sns,—F CLHE Tz, VCRE, VBL # %
< F7: 1) membranous body & mitochondria
EOEE AR X 22RO LT, VBLE L

membranous body (%
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X5

VCR 0.4mg/kg/day 3 Hi%5 Rat HElE 5

membranous body & # Mz HEAET %250 L 72 mitochondria o) féf#iE

ICH S DI EEEI RO 55,

FIBED/INZERIDZRA L ) @ 38H L, b
Y membranous body & #*—1{k & 7 5 TED 5
N5 EH A TH 1, membranous body (% SR
ICHISRT 3 2 & ATHERI & A7z,
us body DI, WifEE L5 EICHEIL T%
C@BHsN., CLHOBEERICE LTI 8IcD

% 72 membrano-

W, 19524F Fargerson, F. C 2% % » UL i)
B iy msicER LTk, 19714 Marka-

nd, O,N.®, 19724 Hsu, L. 5%, 19764 /N[ 5 ¥
AYE RS I BRI /22 B,
body DK D LN LB LWL T 5.
12 Hsu & /0 53, morter endplate (2 3 [4]
BoZibpr s b EE2H|AL, oD sid,

endplate B o i R M MERT 12 K & L 2RO
MOROLNDEZEEEML TS, ZLTw
F N OHEE L membranous body, 22 g o B K
IZSR EHEBIL T2, SEIDFK2DEERTIE
neuromuscular junction #DEFVELEE 1T -
T WD T, ZHOMICET 2REDZTIE, D
BRI, BROBEII—HTELNTH-72. L E
HE < VCR,VBL,CLHIck» TV EBZEN

& 1 membranous

()

3z bnEk ez, ZnFdkEIiIc L
724 D TH LAY, membranous body D KIS
B LT, VCR, VBL# ¥ CLH N3 NDIZCE
7B bz, 2 OMEIZEFEWOIER D
RIS ZELFEZLNED, T
ZBEMA»ZE -2 AHTHE., ZILLDHEY
DElmsn T BERIE, 3#ICIEL T mi-
crotubles D&M L L TH ), T DIERICED
DL LTI, FEME axonal flow
DIEICIEDK L DDIEZ bND. ZDHEP L
T 3 LRI EENEILNZEL, $<a<ED
FBDH~DEBEIERIC L 5 L D TH 5 FHHHEN
INns.

&

VCR, VBL, CLH»3fENT /LA aA4 FiZ &

0 ke B § o eI ZE b oo K, B EAHER O
EoEibTh ), TOWNEIL, BN/ ZER & me-
mbranous body DR TH - 72. ZD/ZERIIZ,
SRIcCHIRT 2 LD %2 b, Fric CLHEHCHH

{ 28 5 #1772 . membranous body »EZEIZ, VBL

==
an
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# iz VCR £ X [E#£IC mitochondria & SR»
M, CLHETIESRIcH)T 23 nEH R
(2% (WA

X [0
1) Slotwiner, P., Song, S. K., Anderson, P. J.:
Spheromembranous degeneration of muscle
induced by vincristine. Arch. Neurol.,, 15:
172, 1966.
2) Ferguson, F. C. : Colchicine, 1. General phar-
macology. J. Pharmacol. Exp. Ther., 106 :
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3)

4)

5)

261, 1952,

Markand, O. N., D’Agostino, A. N. : Ultrast-
ructual changes in skeltal muscle induced by
cholchicine. Arch. Neurol., 24 : 72, 1971,
Hsu, L., Lentz, T. L. : Effect of colchicine on
the fine structure of the neuromuscular junc-
tion. Z. Zellforsch., 135 : 439, 1972,
JIOE=3R, S.M.Chou: ¥ a4 55— 3 F,%
F——a Nk F iz &k % EEH Segmental
Vacuolar Myopathy (2D CT—. FEHFFED
45, 20 159, 1976, .



26) T HINFIT AN RIS & B R INEAE -

FRHCHHIRZEIZ DO WT

& B

mEWHIE K M

B By

BBRA74E D H50F IS T BAZMIZTATL 2 R
B REAT A I3 e R M U B B Ei 45 R0 i K3 % 4R
3k & L, arthrogryposis-hydroanencephaly (AH)
FEMRRE EIHE T3,

ZDERFETHFEOBME> LT NVR7 4 VRITE
FTBTAHNSNEATALANAHGEE NI, L1474 &
BAoMEPICZNT7 4 LAY 25Uk LR
HIEER &, AHEBREORRIZ T 254274 LA
DIEWREICL B EHyHLPICEI N,

AH FEEEE T3 KM /RIE & ShiX g R o SR AEFT
Ricmz, THATAMRONE, BRBEHEL L
DERBEN T D HMEDKIAEF & L Chadk
MOMZEEEZEIL L FFCHRY>EHL T3P
Tk eEZLNTWED,

7 4 NI & B EREREDHHE NI E TV
VERG & FRRHEIC BIT D27 A NRDFEEERZELBH L
PICT B2, ILDANLR S —RERANL RS
—, HEWVIIIEEGBMEBICTVA N EEREL, &
FHMSMTHREL O THRET .

e Bk

VANAR T HFk 74 (NB4SHR) 2B
HEEh 555 3 7, Vero #ikd T & { H4E
L, titer {3 10* TID50/ml T&h - 72.

]} (1) Iz~ Lzxg— (E%E3EH) @
B D B WVITEERNICIOYEICHIRL 274 L X
JF#0.02ml ZHEfEL 72, QEE X5 — (&
B9 —15H) DETICI02~10"MEMIRT 4 L&

*EREAFEFBEPEAH

* *

- & 7 OHE

Z0.3mligfEL 72,

HRTEMEE (1) 11847y PBROERE
& F RN M (myotom) %  Maximow’s
double coverslip #:ic C#:38, S HHEIC7 A LA
(1073, 0.02ml) ZHEFEL, 8 HRICEFIAME
TEEE L2, (2) ¥ET v P OEEKE % MWL,
YT MEL, HEEMILIFEER % Maximow's
double coverslipg:izCEEFEL 2. 2 HETIZIZ
LAEETHEZHFMBOBIATSH 7255, Z
iz 74z (1073, 0.02ml) %3EFEL 72,

b 23

[ . LOARNLR T —DIRAETRE | IBHIS2EE
ARFZEHE CEEICHIE L 720, Kk, B, 585
oA NAHGEEE LD BEFHEBEE TIIFRE
ATAMBORAERNIC SN T A VAR TFHRDH S
nrz, SIS CIIFERETAME (H), X
B (+), 8B (), BEmAEER (H),
s (£) E7A4ANRIIKT D5RFERELHIFRD
2% (AN

2. ILOHFNLRS —~DOBRAEE . BBHD
BCAETE AR HEIBIE, MEROMBRELZ x4 LN
72, BFFEAMSE TR BRMHEDBE, SREROE
Mete XAERD LNz, ML 74 NAKFIT
R L#E» -7z,

3. HIRNLRY —~DFE (Il LA
F—I3 U DEEHY, FBANLZXZ—ICHL TH
{, B3 HURICIZ LA T L, BEBH
TREEICH-> T3 LD LR & hiz, Endo-
mysium (23 RIS AL Twizdt, H
SEMRL & DRBIAEEL <, RERIG EHEMRY
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| Myotom DHEIEFE. T #/35F 7 4 L2 HFE1% 8 H H oMk aLh, s
IFREZ LW,

F 2D LN D DY, HSHENIC

oz, FRETHMBETL 7A L ARTIZRE
?\ilﬁ:b)o R
. FhiRHEDAERIEE (1) Myotom¥5zE Tl

il PN D BT A A & il 5k 2 t, RS AN, A

A6, Schwann fiiE, HiiHiZz E29REFL T
72, FhARHETIZ R EAHEAD L C BaEL, BEDE
BEINT 7z,

7 A L AR 8 H B RS ML T 13 MR AN o
BIRICIE SBO T A N AR T HRIBS 7z, B
CHREL 72 LY HEENREINIC AL,
r envelope )2 55470 ™ 4 L 2K TR0 /N78
BDBD Y D% & H55Re b AL, BBLAIN < Sch-
wann MUBEORIZ L T A L RKTFIE A bR, F 7
MR IR O MR ERNIZ L ZH RS,
DT IR A TIPS M o T, ML L
7 A I ARET HRIBIM A L T 2 iR %
ELALNT, LA BIZZITHEL TV 5§

core

ERRERIC
(A : x15,000, B |3 5K X 38,000)

2 EBDT 4 2k

T2 7% BIERO B IFAHEC R S (2 & <Rz T

BN, TANZAKTLRES AL 572 (B1),
BERPIZRAE L T 2 B3R Mgz 137 A L 2R

TACHBLL 72/ Ze g RIBE N5 Z 2B - 7295,

LETHY, ETELELHEDLDIZITLAEALN
wh o7z,

(2) MO EEEE TIIEE QML A B A L,
¥IfA o> myotube %2R L TWv 2 L DL & - 7225,
RAFDL DT FZHF MO N X £ T, Atk
RICIEDLTH2THEH»H 74 72> FHTERI N
Twiz.

Z IS DFHEFHIIERIZIE BED 7 A L ZRERL T AY
FAEL Tz, FARNORFEICREZELZINHE
ECZERRNICTERTH B W IT/ERZITo7 4L
ARF»EHRBEI N, £2EBICH-> Twa
AL & 547z, REDHIZANIZ 1T K E 20 22k hs
Eksntwi (R2),
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2 A

BHonb, (A X5,400, B 1 x9,700, C

%‘§ K %nnlﬂ!
BEETF O AHEBEFHORHEIZT #3127 4
IWZDRENIBEYTH B Z EHBHI LTS, i

RN A F— P LFBIPD ~ D7 A )L R RIS
Bric kD, BREAEEL THERNEET 3 Z &Y

EiER N T3

174> AH FEAERE O 95 25 (3 Mt IR 22 fkiz
2, HMHEEERDZ LD b 72 D LBEND,
B E R D K 7 M HELS 31T 5 7 R ARHE D 20K
L= a7 57— DR AL EDAT AR
REZTEL T B72DTH 5,

HEPD (IR DR S 5 WIS HEIRILED
FERICHEBET A/ NAT7 ANV ZAEZHEEL, BRIZEZ
%‘é'l‘ﬁ%ﬁé%%—iﬁé%’axé

AIFRICB VT LIFLDEHANL AT —DH AN
E, HbHw Ciil}_ilﬁ,‘%/\AZ =~ DIEFEFRDAER,

HUST AN 74 VA ZHFE, 8 HENL D,

HMIAE N TP BT 4 IV ARERLT (FKED) A

1 X45,000)

B AHEIC BRAETE D ESED IR Z 5 Z L 238D TV 5,
4 AHSEBRE O TR 2L, L EofEz Df
ZERCR D S BEE M O BRI ATA M DORRZIZ & B
RRIRE R & SR RIC L B ERENL a‘fﬁi%
&, SICHRE RO REICENT 2HEH 2
B ‘&Iﬁi—b\"nuho WBLDEEZ LD,
KA HHAEEE R D F :%i‘ﬁ“’o, TR T A HIGLL,
PR ELAYSERL L 72 ARAHE TIE 7 A L RIZK T B
DR, MR TIE 7 A LA E S I
ST B Z E Do Tz, T DEED S HHED FE
FEARM T, MBEHENTERL T WIEEH
T3, BT A N2 FEEF ) BTk
DR E NS, FRMERBATILL 721RICY,
BT~ D7 4 L 2 Y2 kY _J\E‘Jc‘ﬂx&’ﬂ&
2T, A INRERADEZTEDS KT L &
2 bils,

M

3
v
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t F DERMEREIHEE T2 BB EH & P
MEREIAMLN TS, BHEHMOERE L TH
EWIETHE OB S 2 W id ZFnERICK - 12
BIEH DR, HDVIITH, LAESH/, o>
DEENIDEHFEZLNDE, THRNITLNLAD
RREER L ) 1§ 5 e iR, & b oERERIE
WARENKE 2 38T 2 LIt £ DR 252 T
{NBLDTH 5.

X 73
1) BH i, $hHaBUR, KEEGEIZD | HiBIRKN
WKRELLZFDREEL T ARERTANZADG
BEicOWT, FHESEE 90 : 614, 1976,

—142—

2)

3)

4)

5)

HEF 15 W4T FLREARIC SR L2
DRABEE—T A 3PRORBE—, REVFELE,
22 139, 1977,

R 1, RH i, SBBUL  MEHR0E
4%, 23 : 461, 1979.

Anderson, A. A. & Cambell, C. H. & Experi-
mental placental transfer of Akabane virus in
the hamster Am. J. Vet. Res. 39 : 301, 1978,
Ikeda, S. & Yonaiyama, K. : Deformities of
chick embryos in experimental Akabane vir-
us infection. Nat. Inst. Anim. Hlth. Quart.
18 : 89, 1978.



27) BMICE2FEBRI AL FYT « 3 F8F— .

MR D&

S

W7t &

g8 :p}

T har kY7 - A8 F—B B\ i Kearns-
Shy SE@EREL LiIcBWTE, EXI P2 FYT7
R bar Py TRESREAKRLE &R T
»5,

EEBRHI P FYT - A F—nEET
NWE L TIZEERKREIIR 2 #5563 2 F R KIRER %
TNy P ETRRT I HEISEESINTNS,

bbbz o> F) THESRKREAKDE
BOBRREE W L 2ICT B 728, TL S FTRER
FARERT I HEEBRT 5 Likic, XA
DHBOFEIRBELIZOTHRET S,

vl oS

Wistar RECBHEET v P2 BV, RDIFRICH
TTEEBRE2EBI k-7, FEEFSETOEL 2,

BB 1HKBEEZ T 25> FiCCia
L, 24FpR1#% T — 7 VIREE T IS CTHIRE B B % 3R
L, e, EBETRHEL L.

FE28,; HoHh LHREBIEIIC T L-EME
ZUIMTL, 24B8fE1% 1 IRBRERE T2 ¥ Fic T
i AR L, BIC24REMS T — T VBB T CHIE
BRHEZRERL, S1HLRBICREL 2,

I B2HOMUNORIEEH %, AU
NDADOXBEEEL LT, BEBRICREL 2,

FEE ML HEEO—MEELICEEL T
[EX 8 untliy 248 L, HE #ufs, ATPase i 65,
Gomori Trichrome %53, SDH i 2175 72,

BE . SHO—WBE2%BI7NINLT LT E FT

* AR B RFEFBEHEAR

*

(PR

A

—BHEE%, 2% 0sOsTEHZEL, =K> T
N4 aBULBEL .

#* R
FAEIMT D A DS 3 BE T, 48RERTL, SR L

Experimental Mitochondrial Myopathy

Group I1 I
(Denervation + (Tourniquet)
Tourniquet)
100 4 Ragged red fibers

il

Marked

Y
5
<=:' Moderate to mild

20 30 40 Unstained20 30

40 50 60
}l

| Gomori Trichrome ZiElC k 2 RPN IRE S
IERFEICAHTER F 7T LATRLTH B,
I RO THMIBESR (1)

& 2 BECragged red fiber 2EEF |- L C
w3,
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I EERED LI -2 ("2A).

FHUC & 2B TIE, Bk KAk = 7% 72
Bk b=, S b a> F)TH7Y) AT DO
MEFRDHH, BMEIZEZL2HELEEE 2
2B 3 &) ARERREAKITIES R 3 nth
-7z,

M % 24BE 3 2 72 - 7255 1 BE T, TEREE
XN Twvab k<L, Gomori Trichrome Z5H:TH#;
Fo> ragged red fiber # s 72 (K2 B). 7,
2415 BRI IC SCECHEE 2 U0 L, 24WERTE M L 7258
2 iz, ragged red fiber A L < ML
7ZIEH N TR L, HiRRHED NEBE AR Yy L 72fiber
MHIML, FHLI b F)TREEZRERT
PR sz (M2C).

| 128 1 BE X 55 2 B> ragged red fiber o
HEBE 2L THB2RMDLDE LTI
% DIZH L, Ho5HLOMBEYNEZINZ 7258 2
BETIZ22% L FM LM EZRL T 5.

ragged red fiber # EEH CTEIZT % &, kit
L7z bar FPY) 7PorEEcEmL s, 2t
a> FYTHETIZZ ) ATOHEH»EL <L,

AR D v 3 3 trilaminar plate <o §gE 7 KB A
K% Z2HEesH 72 (K3 A).

trilaminar plate * #r& LT3 L D3, Bl
MEfE L 72 7)) 2T 5 S L WEACKEE DT
NIz DTHBH, Zok) &z barF
DT OMNBEESEEE DRI L ERE T2 (H
3B).

Z o trilaminar plate Z 5@y K CEIZL 72, 3
Far FY) T o) ZTREN 2 ¥ unit mem-
brane L ) @i~ T\ 2% %%, Wi 2 KSR SO
—¥iitlZ Z O PH unit membrane X E#E L Tz,

Z O A E N EMIREE, L CBET L E
SHIZ2ARDMANT 4 T A PRDL DD LK
THY, BEME2ET 2NN ZES%2 L Twb
£ITHB.

FTabbMllV2EKNDT 4 T x> kA LFAMKIC
HMAEDHEN, ZDLDH R 5 ICHI HAR DB E
EELTWwE L9IcAZ D,

Z o trilaminar plate (XD L DX 5 L oS,
ZCICHEL TR L0050, 51220
DLDPWAEL T BHELH 5.

K2 Gomori Trichrome ZH: TR 2 A 134 3 8 (MUK NOADKHEEE), 2BI3HE 1H (BLoik), 2C
BE2E (Ao LoMBYIN 2N 2#EBML 723 0),

2 C T HMHEDONILLZERICREL T3,
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il

3 3A (X16,000) ragged red fiber »—3%f ; 3

I har K ToFHLER L trilaminar plate, FEk:
KE AR R O SR AKRZED S,

3B (X55,000) 3 bFar R ToONEENENMICY trilaminar plate 2T E LTV 5, (KFD)
3C (X200,000) 2 Ao trilaminar plate 79&A& L T 5.
EFRRKEEICAZZIDEHEONEIEHLE > TEREN TV Z EH2¥ 5 (KH), 272,
W74 TR FPRDLDDLFARICHAEDLZ STWBE EHICAZ S,
WALZAMIIHEEREEZ2ZL T3,

2 RDM
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%z b=

gl & ) ragged red fiber 2L, I b2
> B Y TE AR HET 5 2 ki3, Karpati (1974)
=A%, Ty b DMESKREINR 2 #55k L 721%, Soleus,
gastrocnemius N FHIC DWTRE, &L T3,

Heffner % (1978) 13 E#:KBR &8 % rubber band
THETHHECLIYVRALAREZA TS, rub
ber band i k& 2 H EIF LRTERHZEDL H 5K
block L TWw3 :HEZ L1535, bilbhNHE 3
B (MBRUKDANKE) THL I, SEH
B & ASEETIRTICYIMI L THE W T L BRMED AN
BTl L TS EED 2 & ) TEHAKITHEEL %
v, fE- T2 oHAKRBBICIZEmIC & % Hypo-
xia A kES S LT3 LBbS,

X, mfiZEELHBIFEEL L TL, KBk
v, RIS & 2 MATOHFET 2 WHeEL2 GE
L %3 (Karpati %), rubber band iz X % #2ZkNH
WHENEETHDEEZLND,

SEbbNAIT-7, BRE#FEICED ragged
red fiber DFZEANELEI N D & v BzPIL
TIREGEICREIN TV W,

Karpati (1974)%13 B EP KRB IRFE R I B I
AFMEYIR 2 M2 22358, bilbh & RITCHE
miz k22L&, Tz TEifbic L5
energy HBENDWAIZ L B HEEZ TS, bbb
NOAT > 7203 2 & Bie ) 24B I HIIC SCACHIRE
YMiFMm2ZTBY, Tkl chrERerTse
% Z & H*muscle DT & 5 ) #EARIRTE % 2R
LTWwanTidhnwhrEI b5, HEERZEM
FERUML TH < LMKBORER S 2> F
NTHRZYRATOMMENKBHLN, TNk
MRFXEEAM NI LI L 2BROREN D L
LHHELTWE I erfHERICEEIParFYT
MEAKZ ELICELRTLTWwREBL bR
5,

Paracrystalline inclusion body F& (*trilaminar

plate (2B L T Heffner (1978)%i3Ri% i1 ragged
red fiber {2528 & 1, %% 13 3F1C necrotic fiber
L, MEEIED L DTH S L LTWBH,
bbb OBBETRWERELEEOLNTHY,
HiIcEED stage DIEWIC L 23 DEEZ LN,

trilaminar plate D ABZICEI L <ix, Han-
zlikova & Schiaffino (1977) i3, Rk X #L7z Bk
gz 7tk h, 722, pH6.0 T
TI/NF o EVEREZIT NI RS,
I rarFYT 2V RTIRICHEET EBEEVER
CHEALZZLDOTR W E#EREL T3,

bbb N OB TL IS 2 EAREED,
ZE v iilament LB ARKICHAD L E N, B
LICHBREEZ2 2 2T 3DTid vt FE
2R (-

1. Z FOXKBE 2L, 24BFMZICHR
EHFRRLUAHEECEHE TBEL 2 £ 2 5 rag:
ged red fiber ILEHE I P> F) T 2@k,

2. XEMEZIL>»LHUML TB EREE
PP TIEILICERINST -T2,

3. % Far Py THERREAKDOERKBRE
ICDWTEREZIT- 72, '

X 7
1) Hanzlikova, V. & Schiaffino, S. : Mitochon-
drial changes in ischemic skeletal muscle, J.
of Ultras. Res. 60 : 121—133, 1977.

2) Heffner, R. R. & Barron, S. A. : The early
effects of ischemia upon skeletal muscle
mitochondria, J. of Neurol. Sci. 38 :295—
315, 1978.

3) Karpati, G.,Carpenter, S.,Melmed, C.& Eisen,
A. A. : Experimental ischemic Myopathy, J.

of Neurol. Sci. 23:129—161, 1974,
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28 ) Rimmed vacuole o #2420y - B SIS

*

w®oOR

BTt 115 A&

T L &I

19734, Dubowitz & Brooke |1, oculophary-
ngeal dystrophy 44, 9 #l 8 B (89%)
KHHO—RrT bhrnizkjiciz-o20 2L
7z vacuole 2% V), P AH® Gomori trichrome
18, C7% ¢, hematoxylin-eosin 4 & Cif¥a HpE iz
R 2HBMHEROWHTHIN TR Z L ZRML,
rimmed vacuole & &-DlF 72, LA L, Zorimmed
vacuole DAL - A IEIZ DV TOWEIZ AL
v, RriL, 4F TIRINBREMENRB &
U2 DBIEMEERIC 35 v TIT b L7z #7300 Bl o 15 2
# 9 Bloo 44 ¢ rimmed vacuole % 872 L,
BN L ORISR 21T- 20 THE
T5.

E 1l
RWEF D 5 bARE L L o2 HEUCEET &,
EG 1 703, B

BEAERE - RIEEE D FllodZ & &0 L. BAFREE :
56 W & 1) BRI T AN, RaIic B LT, 57F
B, BURZ L L ERLTWVWI LIZATL . 620,
RG2S BT 2 9 1F72h%, ZoE L D HEREREE R
M, 64FE LD, PATEEERI, KFEISBILL,
FRICHEBRDAREI WL 20> TE 72, 9T - 1R
NHKRBEIIETL, £, wTHEMLEZEL L
ZELHB, 68FEHE Y, BIICKR T, 5149
RAFrisKFmERNEHC AR, ARRERATH | B
FLEA - WX IEE, BT IE - SHRBFRENIT D,
WTEE(+), £8, FIBERTRICHEHIE S
n, BB (+), Gowers fi&E(+), T4
MWk, 7oy - F2M(—). #iME: EE. XK

E 3

* FBXF AR HEAR

% i m

MR RS EE | IEW. BN L IRR5 CREA
(+). Mm% CPK: EH. ## : Oculopharyngeal
dystrophy,

fEFI 2 28, &

FIRHE ¢ MBERHE(+), BUREE { I WwE LD
WATIZEC, B Z I TIERAT TR 72, 27
FREDE 2 FORIRE LD, FHIOBTAES R,
HYH» O T Wi P EEOBIHETIC LA
(. 504E 7 A ABE. ABERFATR { BHEMILHD
2HiF-& N L, 4REEOHNETHIAL
f, Gowers i (+), BREREE(—). HEX R
4%, CPK : 32—36. 22Kk :Kugelberg-Welander
.

EBI6 364, I

BEAERE - RIREE (45llooZ & 20 L., BWEE 12
FE L) ENRBICAR T, KREICHEERD KD
Rz D, BEEZF 2T o7z, 274EH
o EBRNELLREELE L 5T 5, 28
ITHEHS A 7 4 —fE (BRHFRY).

;i &
BEDOFRICTHEREITY, BHEHBIC2.5%
TNE—=IWTNTEFEL1R%FRI 27 AN
HEELTW, TIN5 A4 MBI 222 —#id
AV R TELICHEBEL, FEYRFICOW
¢ Gomori trichrome ¥:#, hematoxylin-eosin %
15, PAS, reduced diphosphopyridine nucleotide
diaphorase (DPNH), ATPase, oil red O, Su-
dan black B, Luxol fast blue, Alcian blue, to-
luidine blue,acid phosphatase( Barka & Ander-
sonik) L FOREEITo 72,
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% | Rimmed vacuole & & & #1172 5E )

Case Age Sex C1.Dx. duration of
111ness(years)
1 70 M Oculopharyngeal dystrophy 14
2 28 F Kugelberg-Welander disease 3
3 45 M ¥ 2
4 16 M " 3
5 29 F Polymyositis 2
6 36 F DMP(Limb-girdle type) 14
7 53 M SPMA + optic atrophy 4
8 29 M Unclassified hereditary neuropathy 7
with ophthalmoplegia
9 23 F " 10
& x type I #t#ET 8 I 4 Flic, type II # #E T 8 I
1) ERERAVIRET W3 Blic & 5 AL, FEIE, type T T 8 Fl 6
Rimmed vacuole ) 2 72 X #7172 9 FESH 0 iR Bz, type IL##HET 8 fBlrh 4 iz & & #7255,
ZHHIER | DT E L, 16~704, B 5 #4c 4 T, rimmed vacuole 7 HHE L DRYRIT A WTZI N
Ef R #Z W 12 oculopharyngeal dystrophy 1 o3 77— 72, Rimmed vacuole #4579 % ##E(%, type
%>, Kugelberg-Welander 3% 3 #4l], 43 FHANGE 7k I MRHEIC Zh 5 725, type IHEHEIC L T HLICA S
Bt = o —vssF— 26, LFRMERRL, #ETHELH 7.

PR a7 4 —dE, AT ERRIESTE 1
Bl ThY), BRZEHD 2F~14F L —
ELTEBLLr-T2,

2) HEBSFRIEET

Rimmed vacuole |, Gomori trichrome {5
TREBDR CEHERE TS5 &) E 47z vacuole
ELTAaLNE (B1) 2%, HsHEDHLERICH
3230, BLIRETZ2LNEEEEF, 14FD
BARHER I A SN D LD 6 LEZT DL D
L &F X% THo 7. Rimmed vacuole #5735 %
wasi |y Ef) 1 (oculopharyngeal dystrophy) T
130.9% DG ARHETA SN2, MOBEETLT.9
%, 5.6% (5iEfH 2, 4 . Kugelberg-Welander
), 8.2% (JEHI8 [ FHAEN= 2 —w,¥F—)

Y SR ALNDL DL B (22). ATP . |  Rimmed vacuole, Gomori trichrome #
% LIl 5 % il ” ase ¢
. ) - X600

BEIEARIC L B IEGHRIGT (R 2) TlE, XD
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Fz2  MEbayAT R
Type 1 Hypertrophy Factor Atrophy Factor Rimmed Acid Pase

Case Muscle fibers 1 I1 I 11 vacuoles* positive fibers
l Q 18.3% 3444 344 222 164 0.9% 0.1%
2 G 56.4 271 2310 317 76 7.9 8.9

3 B 0.2 1.4

4 Q 38.6 20 279 162 66 5.6 62.1

5 Q 38.9 37 81 457 32 2.4 3.3

6 B 38.8 3423 758 90 521 2.1 42.2

7 B 47.9 3 14 607 320 1.0 25.7

8 Q 26.4 303 140 38 90 8.2 0

9 Q 40.9 1033 577 433 1122 0.5 0

Q: quadriceps femoris, G: gastrocnemius, B: biceps brachii

* gomori trichrome stain

(DPNH %

X2 A (Gomori trichrome 4¢f2), B ), C

=149

(ATPase 4+

) IZERY R X350



3  Rimmed vacuole »EHEE X17,400

3) Rimmed vacuole M#E#ILSRVAEST
Rimmed vacuole |2, DPNH, ATPase Tii&
Cgxsd (M2), PASHEETIIRIZILNLE
gek 5703 D & A5H 72, Oil red O,Sudan black
BTRRel{fEEshhro7.
fast blue Tz vacuole Dk D & H T H I Yeth
SNTzA, e\ Y DAY
LAEXTH-72. BET7 5 A7 7 YT
KB4y o> vacuole [FHeF 5 7 "-[;d)vacuole
DR D B IR F > Tz LA L,
vacuole & & #1172 5EH TlZ, vacuole DAL & |
WRIRICEETE 7 + R 7 7 & — o EALIRICERTE &
7 B AR HEDT %, FEBI 4 D & 9 1262.1% DR
HTHEEROLLNDEZLNDLHD, )V V=24
DIEMTCHED D rhib sz, —F, EFI8NLD
12, i HE8.2%Ic rimmed vacuole %A 5 L
L bbb, BET7r A7 7S —ERET
PRI DA SN VD DH H o7z,
4) Rimmed vacuole NEIEHIFEET
Rimmed vacuole D EHFEYI 12 & A TIZ 4
vacuole ?HIZ (X L A

Alcian blue, Luxol

vacuole DN ER TG F 5 %

AT

rimmed

{ @ vacuole & 7 1),

Ny DA EH - 7255,
TS LT 4 FAaiEACE, toluidine blue Tig
P DWEE EBMAN TV, ZRLDWHITE
SH Tl SRR MEEREEEY (B3) »H6FEICL->T
W3z e o, ZoOBEREEOMICE, %
o) a—r > BERICZ T, /A&7 mye-
lin figures, dense bodies R FEHLK, HMEHEIKDFE
FEOMEED DE > Tz, L2L, TZNH5DHE
P> myofilaments |3, H#EHIE HA EEHIL T
1, vacuole DNERDFE WL REME & 1XE b
o ELZ L Twie, ZboEFICENEZ
2 clE, 1ZIZTEHICESI L T % myofilaments

D, NE BERWE CEI N ) -7 B
Y%, W % myelin figures A¥EERIK I H 3
LTHY,
med vacuole > T & 4hs & #HEE S 1172,

F A3 27 LEEEE,

VW % myelin figures 52 @ rim-

=z =
Rimmed vacuole |3, DPNH, ATPase 70 & T
e 57002 2D LIBRDE BB & 127
2P, FRIEEELAZLDEEZ LN, Alcian

=100



blue, Luxol fast blue, PAS Ttz 2= &5 5,

Bt L o BYEK, DV IRE, 73—yl
AT2LEBZoN5H, BHE TALN ZIFGHER
KWHEZRILDETOIFRRELFELEVWERD
3, Zovacuole i3, JFEERIEAIERERHCNEY
DT 255, ZOHERRS A % BHE Bk
Moz, BREICHEHERICIZABLZEEO%
Hf-> TH Y, rimmed vacuole & L T D487
BEZRTICWIE %2 55, Carpenter &
(1978) 13, BMEFH L TRIL X 5 % vacuole & ik
WS S A b NI EME “HAKEL” &L
THEDH T BHY, KIHTIE “lined vacuole” »s4
B THBE LT3,
rimmed vacuole :JEFEIC LK PUTED, s
FLinEBbins, Rimmed vacuole na 3 h
TIEFDHRNEZ LD, ) —2D—H—F
SNBBET7+ 277 2 —HBEEREAEL T
RZErs, TNLDEFTIZ) VS —LDiEE

= @ “lined vacuole” (3,

DEFEH>TWDBZ &AM, L L, rimmed va-

cuole H{KiZ I F #Lic vacuole DI EER T A 8%
FElofed > Tw2ZiFTh D,

rimmed vacuole

E > TnBLNDE, VYV —LEEDITEA LY
Kb NBEMETH - T, HANFHES NS
BIEXBICH B L nEFZ b5,

& £
Rimmed vacuole {2, autophagic vacuole)—
ETHD, ocuIAopharyngeal dystrophy Li#tic &
M2 DRBTHLND, ZOWMBRBRTIZEICEE
PTEBRCREEE L D 20, EEREMNECEAS
%¢ vacuole o) BRI #RHEIRICIZ A L ¢, rimmed
vacuole IZ R L TEEEZ RT LS Ic 5.

X #R
1) Dubowitz, V. & Broocke, M.H.: Muscle
biopsy: A modern approach. Saunders;
London-Philadelphia-Toronto, 1973, p.231.
2) Carpenter, S., Karpati, G., Heller, 1. et al.:
Inclusion body myositis: A distinct variety of
idiopathic inflammatory myopathy. Neuro-
logy (Minneap.), 28 : 8, 1978.
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29) Duchenne B 2 k07 4 —I2 B 5
s AL SRR 1B

Bk BO*

et % % o fE R

2 X F7 7 4 5—8E2RIZ, BEHHERONEE
FRo /AR OBBEDBITICE L T 5 Fix i Du-
chenne R 2 + v 7 4 — % {0 FHEDOFTIE R
BoEmicAREE AL,
Z+Fw74—Tl3, BPHEEASILOTTEL LM
Hahs EHBEI Nz,

Duchenne %4

HRELUFE
WH L L sk ERlZ, Duchenne #4 2 |
a7 4 — 6%, ZTOMONREOMIEHRET A,
BABDLHIZTHSH(K3, 4), ZM¥EEH
EL7HERICEBELT FHIEH LY IR %
FWL, BbhickeLzmREn(G-5) oL
72, EBRERPABOMBRIZEERICHE L 22D 1beEny
ZX > N7 74 S—DEERBHYE DETER
Wood & FEEIZ Lizdt- 722,

b S

A) Duchenne Bl R b A7 4« —DWHER

3 X1075M o> free strontium ion % &{iaMk
(PSr4.5) HTAX> F7 74 /5—DRET B
#3ES (P/Po, Poix 3 X1075M free calcium
fon iz & ) BET HHEKEN) ZHRETL 2,
NDAX> N7 7 43—2 pSra.5DE M B THH
MRS OBEIC L) 2BICHHEING, 7471
4TI P/P0130.98+0.08TH ), 74 72#
HT120.024+0.014TH BV,
chenne M iRH#II BB L Z 3FICHTHSI L 2
(R1), MHBHICHALNIBENIL 71EL2ND
ftic, P/Po20.581# 22T 2H3ND 54 7HE

* B RBHERNELL 7 — ARWRES

ZnfEicksE Du

type 1

e Ca Caf
type X
_ 7
—jf‘~{k\\\ﬁ\r+*{*\\\\\w
Sr Ca Cat

1 Duchenne Bz a7 44—k YD 3HEHDNH
BUEDNZ L F7LEHN T LIS K BEE
b, BIU2 724 @IV TEMNEER
L7z, 2471 TCid3X10MA tarF74
A4 (Sr) i2E D 3 X10SMANL T AL F
> (Ca) rRIBENENERELL, 7472
TIE STIZE NFRAEENEREL W, 247
Xz Srick ) Calcka5:K%ESN (Po)nss
YDENERLT, A 724 Iz ANS T
LEAMLIZAX Y F 774 /3—i240mM 7 7
4> (Caf) % G-0.1 DEHPTHREL TR
HEREL, BRI AN T L ERTTT S
DI, AXF7745—2100MH 74
44> #aiEmhic T 2 4/ incubate L 72,
%7 x4 »{#E7 peak tension & Po mit%
AN LIBROEREE Lz, BIEIZRE208,
fit#E18 mg (k, T) &36mg(H) TH3,
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X2

P/Po

1.0

0.8

0.6f

0.4

0.2

T4 TXGBBEORBBENANL T LRA ey F 6L A I L BIEE

boBEZ 4712070k L2, 747X (X) 2 pCa 6 Tk
f1#%EL, pCas.5 ¢Po I2ET 5, Lo REER, 2471 (@) %
Z472 (0) & &I, AturFrafAricBALTE, 247X
3, 74722471 0TEFHNLEELD N F-2 220, 747

XICBEL T 1 ADBHEIC DOWTnERE, 4 71E 2i122WwTH,

574

DEEROTFL ¥ FE IR T L 72,

HEANT, ZOHOHREE A 7 X LKL 2,
BHEOHANL T LA O F I LBECLS S
A 7 XDERCDITRELZBENIA T 1R 2DE
ekl 2z(E2), 7 uic k siEE{Lo
BER, 7471, 2R X0BIcERLZERAL
N, 24 7Xi3, pSr 5 DEHH TRE L H
5L, PST4. 20 CTRKIEN2REL 2. 247
1R2 FoEgTld, TEPHNRIGERL7.
B) &+ 7 XBMNHHIEE (K3, 4)

pSr 4.5 DFE WIS & AN T, 04 51.1
D REFIC A L 72 A%, 0.5RT RIS 50§ 5 —FEDS
FET D EHEEND (K3).0.3250. 70K
RHEETDL0E 547 XM EE Ao H
L 72. Duchenne & ¢, 494t 72074 i fRHE
Z A4 7rXESHENT, ARPIDLOME R

BT, 74 7XBERBRIL» - 72(E5).

RADRZRIGEER T3, ALS R sttt i %
HIETORD I A 7XHPHBEL DA TH» 72,
FOHEIIRANTIZIS8A TN S B TH - 7z,

C) #41 7XBHOEE

2 4 7 XD R HRHEEE, k3R T (Po), B/ Ik
DH N7 LIBERERIZDOWT, Duchenne Hiod
FA71IR2nZTNS L2, T HERID,
2471 (n=18):42+ 2 (um), ¥ A 72 (n=
20) 145+ 2,24 7X(n=22):37+2 & ¥ 47X
TAHBEIZ/HEW(0.01<p<0.05). LA L 247X
HHEIC I3 BISEEIIC 60 um & EED K E LMD 77
L7, Poid #4771 :0.840.1 (kg/cm?),
#2472 :0.8+0.1, 47X :0.5+£0.3: %54
7XTETRETH - 72 (p=0.05, ®5). LA
LW noBR#Es 4 7B vTd, Por0.5kg
/em? 2 B dzde W IRMEAT S RICTEAE L 72,

B/ RaR D v A IEREEIE, 471 ¢
0.5+0.1 (n=12, #PH0.1~0.7), #4172 1 0.6
+0.1 (n=13,0.2~1.0),% 47X :0.6%+0.1(n
=14, 0.2~0.8) TH, HEHOBICHERIT %
otz N7 AIBREREH0.51C 72 e v B
WAL, Z4 71 Tlxd4/12, 24 72 Tl23/13,
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P/ Po in pSr 4.5

1.0

0.7

0.5

o]
o o o o
- O L N J (o] [0} oe ®
o o]
e it I I s el
- P ° ]
-~ oo : g . | 3 66l Duchenne B 2 bu7 4 —H L4ERIL
I ° o | P2AXY F7748—2D%, pSrd.5 NiEH
o * TToMmMES (P/Po) ZREL 2. 7471
(T T 1T T e T T T T T BAUETIE P/Po I3 1.0 1238, 74 7 2 T
- oo o o] 12 P/Po i3 0 {=if V>, Duchenne %4z P/Po
- é . 03405 0.7ICMT BRHEHIFS v, BRI
. ° °3 BAREHH0.5kg/cm? LITFICETL Tk
R B % TR B
Duchenne
P/Po in pSr 4.5
L [ ]
1.0oeo0 oo| o [0o0o|®c0[0°®3888g 00
L o o ®o 00 |
A o _
oift—- -4 -4 - = - -4 - -
0.5 _
03— 4 - — - 4 —-— o4 - —- - — -
! ol o J
i o ° 9 _
0 0O -6 © 0 Cgv ©
I 2 3 4 5 6 7 8
Childhood
R4 E£&LTUNEHHOMEHERICOE, M3 LAKOBEEZIT-7. &EHD

S EFieiE, 1. (4B)e2. (1.55B), FEMEHEHE, 3. (1215)
k4. (5m®B); BRMEL, 5.BeckerMy 2 F vy 4 —, 10/%58, 6.Be-
cker I X b a7 4 —DEEW, 278K, 7.421) > 45— 35, 808
BT HERIET, (14mLk). BHIR3 [ L <, Po»0.5kg/cm?LlF
NHHRHERTT, ERROERTIR, 747X EHI N BRI BRI N
Zew,
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74 7XTIR/14TH D, N7 LIBREED,
PBENHRMS A 7TIERTL TR EHE I W EH
EL72.

P, (kg/cm?)
o
o
2.0 -
= o -
- o -
o
(o] (o]
= (oo OO0 +
o]
1.0 o o —
- 0TO o
F OCUOUO0O —0 o] -
—_— 2 (o]
- (oo} [0} 00 4
o —_
- o 00000 ooo0 A
(o o] o] 0O 0000(Q
- [} 00 0 04
o oo
0
type | type 2 type X

5 Duchenne iz BT 5 &5 4 7OBBMHEIFE
L72ickK3EN (Po) 242RL7z, £#947Ich
W, Pold/ndiic oA L7z, ¥EHasIciz
4 7XT, BEICPoRERA LT (P=
0.05),

* E S

Duchenne B> 2 b w7 4 —iCi2, Rl vF
DA A AL DEELICEEL T, BE EIERY
ST %R & B —HOHBRMNFEL:, 207
N—TDGEGMEE I 4 7 XERKRLE, 247X
MHEIIEED LM<, K ) DRKENIR
RRLET LTS, L LE/EERD AT L
EEEICEILIZ TV, o d 4 7 XM &R
BB LIE L SIS DB A LA LD LD,
Duchenne B> 2 } v 7 4 — CTERIBIC £HKBEE
R (AN

Kerrick 5212k 3¢, S HHORROV
LA F7ackbiEHIGIESA 71

LA 720hMEIZR L2, BoldE%S1H
DTy POV LDFHERIMEGORA L2 F 74
IS BiEMILERE L., FRICED E, TR
OV LHHRREIMGIZ E DI2F 4 7 XITHE
LEREZ2L2Z(RER). 2BIOBHNT v
F DIE AR LR T A 2 > ATPase itf5 E,
& TIA72CORBERETIEVHIV NN
MY LMRTEE, 74 7 XHREDORIGIZER
SALBHRHEENDFN T v 2 bhb L,
Duchenne B g 1% 5513 kb2 s 4 72 C
BRSO ML NTWEY 2472 Ci,
Wb W 2 RS TH B ATRES RIS T
39 L Lz 4 7 XizlfbF Loy 4 7
2CH—EPRTEL VDT LI EEZ TS,
M2 s, ERBNI A 72 CHEMI NS HIESR
6T, BRELTIHRAE S A 7XBDORIGDE
BB E N WA S TH S, Duchenne o
& 4 7 Xk pSr 4.5 THMEXTEFI130.5
L A5 LT B (pSr 4.5 TN RS I,
BRHESIbnIEEIC LN ) FEZLND). 1
74 7 XHBENPIZIZ, EEI6Oum & KE L
LObLdd, 2Nk wiEddED b, Duchenne B
NHLHEOHMMETIY, HEANFILH, FFEIC
BIEH BViTELE L T D ETEEESHE S NS,
WHEFRD A N7 LR 2 b v > F 7 WREER,
MEEALLTHIuR=VckYVHESNS L
WwWhild, S EEEED F o= n{bFEs
PEARICBI L TR ETZRMRAIFZL VLD E, 4%
DGFETHERIEEND.

% B

Duchenne #1322 } 7 4 —RZ DD ®E G
BROERBIDAX F7 74 5—%ERL,
I 45 e fh /NP R D Bafglc D & 434 L 72, Duche-
nne Bl 2 b oy F YLl kB iEMELD < —
Y, FAT1EIA T 2HBEENPHEERT S
LN ESHEBEEIN, ZOHTHE, BRI
M, BMAENNEIZETL Tz, HEERZD
OB THT—F —H LR TEE, D
HEB ORI L DBIEL 2L D, HDH NI
TEe i BEBHEDTREEIZFE I Lz,
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30) WA b a7 4 —hEDH—TERHER R X

(55 2 #R)
g "
WemhE A WO M % oo oa T
B [Zp) 2L, :\mpair CAEEIN e IGEHEALZ L nF D

Az DE—HFHEDFEBHEIN L2 IHIETE L H—
AR EREEHCWCEER AL 27 4 —
THOHBMEERD jitter MG %2 L DEFMICHHT
D ERA, WEE IR pair DEHMED K
Mk (HIEDETS) & BV ok EERE - 0B
EEBRE L, BVvWiiiEREERE % R pair o) jitter
BLGUI RHHIRE & BRLBERICH Y, KEHEES*
WL (BWHEHSEL ) EHEREMIRE
WT 22 E2HELE. ZHILENTUSEIEMDS
IR 2 BhARHE Tl AR R R A R RIS K
73 % velocity recovery function (VRF) Aok
WirH EFRIN, T 2 THEEITISWRAUE—5
BAEHENST 2BV ¢, HMIERHBERENEE) & FEF
12 pair ) £ 2 O 5 B HE O 1 B MRS R R D 2 8
LERL, BPA w7 4 —ETHOBIHENHES
LWiHE & OB AR L 72,

HREXGR

HHE Y 2 b a7 4 —EO— BRI TR
— e FEERYIBHE T C B B — R A B ( %
WEr) & v CH—HRMEEROEEEA % B5E
L7z, BB$HIR | ok S IcH25p 0 EEXEHT
2EBmAH3E & 6 fHHHI200uD EIRE THL L TEF
DRI EDIA T N2 H0.65mm D KE 2 FDOHE
et Th 5. LT HEC-OEMMESEIZ R oM
CEHEIE T3, EWE LMD ETICEE
IR W CTHRIBMBICEAIYE, T—FHD
—oNTEMR (B2 IFEH No8 ) Tpair #if

* BIIEENT S HRESERT

B (EfiNol~6) L) EBRIRRFICINE
HEBY, LML 2ETOHFS s EREET.
Bl Z 3tz L 7z 2 D TR SFATIC B AHED 5
TTV2 L) %REBERI:, TD2ODHMILLAE
WA ARME D BATIC FATICALE T LT 2 D ERK
B3R ) [F] — pair DFBEEHELUT $1 0 b 0 Ao iRIEE
B CTHEDIRIEY TR U L 5 %8 28T O THER
T& 5,

XILU 72 2 DDEMAFHRHED EATICFATICAL
BEY 2y, E2BNL S ICHRENY. 2 DOIEEHE
P2 DN ERHOEBRE EEEICHIE L 2k T
ThitdoTHRAT S, 220FERELINELNS
WAL, Hodsweep DIEHE—HEH(H2 A)
ATV 2 BIRHED BB EAL T trigger 2@ TR W
sweep speed TEHEET 2 (K12 B), B WD HE
D5 B (propagation velocity)iz E1 & E2 o
EBREEH*BEVDEHEMLNT N (PVL, PVy)
THRLAEE 2 S, B REERENOREICIEE
B RMEIC — B L ALE (BB EMOIRME
Afmaximum iz % 540i8) 2% B &L iiTh
3 b % vdy, 40l pair OBV DR Mk 5
Rl 8h % et 3 % 0 THTAIERE 2 (R
MBRLNLTWS, :

B D BRHED B MRS 0 b $h e B8
PBET B 725102, HWIZEv sweep speed (40
p/cm) THRFETE 2 L J iz dual sweep method
% Fiv>2channel o) data recorder(TEAC R-410)
ISR E N HTZ%E 1/ 5 D speed THEHAEL TH
&7 72,
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T B8

& S

i Tk & AR % 5 ¢ . Duchenne %Y,
R bu 74 —E8ERBM) NIEMEH L D 155
721> pair DRI I EEEE (interpotential inte-
rval:IPI) » 1st component }z 1f 2nd component
DR MG AREN 2 2N F PV, PV & LT
wic7e ey T 5. 3 ITHUHEDHRTI A AL %
T HA b BRI FELEk L 2R [E—
pair » IPI, PV,,PVe: 2 7o v b L7223 DTH
% . Zopair o I[Pl ZE#hz X ntfyon 7 v
v b ThA B LI, ERNS B L 2FE—pair &
ORI & e 2ok L, ERO pair 2
LR EWE (BT %5 &) IPT
B A, i HlEAE < ERIO pair 20 5 DiF

- B MM W e

[

{ o8 3

WEEE 25 ~ 30 M

A & IPT X EHET 5 . [WFREE 0 i U TR
SRIMmAIIZ—E Ty IPL 2 RGN E2 3.
SoEMIZ7Ta Y b LTHDEERDHHRHEDRE
BEf (PVy, PV2) 3 IPT & E AR L L& - FLAHIETT
rlL, ZoOZEH)Z PV (2nd component i
FRHEGERFHE) I B W T L D FHTH 72, KRIZ
] — pair T IPI, PV, PVe o3t 2242 T
EE ORI L ) B B L 72 [H— pair 2> 5
DB (L 4f 8RR interdischarge interval : IDI)
% #tdfc = O IPL, PV, PV, o&Eh % A4 5 (X 4).
ZHNEHICT B3 TR D SN ERNICHBL
7z[E— pair 2* 5 DR & DBARATE DB L & 7
D, ERCHBL L 72 [E— pair 22 5 DR A 0
DI »i/n& < 7% %) &, IPL, PV, PV, (3 3LicH
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Propagation Velocity (PV)

i

A. Continuous mode

1Pl
A

IDI

B. Raster mode with trigger

technique
"Q I 5
S ':;"”", I ,f‘“‘
E »“‘(‘f;
mr1 JRITITIT g7 o
B, /
Se £ P A ,«") /
MF T Hiiil il JV
1 msec
2
) ( N=52)
71 .
00|,
(msec) ’
g 1 (N-86)
H. K. 18 Male 3
PMD ( Duchenne type 5004 f""
PVi= 43 m/sec :
PV;=64 m/sec I
4009 ..
44 8= . e 4 H.K. 18Male
i 300 + PMD( Duchenne type)
. I ) PVi= 4.3 m/sec ( aPV,=17%)
. .. PVi= 6.4 m/sec ( Apy=35%)
3 2009 i %
100 %; !
d 2
i 0 P\'/J’y. 4 ‘1pl
S0usec 39 40 45 msec
T 14
3 |z 4
0 PV. PV, 1PI
S0usec 39 40 85 risec
3
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x5 L, IPI3IDI 5°200m sec LA ( RRULHE
A1 5 B EDEWIRHE) TIX IPI nZE#o
hakx%s, IPloZE#izIDI»/hE %3
IONTHEKDELY 2719, PVi, PV, DZHE)
DFRFE 2§ 721, IDI 45500 msec LA EDBF N
FNFNOEERRIICHL ¢, IDIXFEG/S
Br (RS OS2 MR L L T APV (%&
SR) TEb LA, I o pair TO APVIRU APV:
I3 FNFNI7% E35% T, BN THHRT S 2nd
component O FERHF AT % 1 st component
HENE LT HN, IDIHEL %5 22T 2nd
- component NEEGHEN TS oo THFREL T
2ODFRMEDOIE MBI E LD EFILN

Propagation Velocity and

4PV of

5.
HanHEIE->TEEBH A7 —E L
) 1% 5 M7z pair TOGHHEER % £ Lz nHE
5THb. TN Fho 1st component % i dh D
0 DfLEIC & Y 4k 2 nd component F THF
¥Rk I BERE & R 3, Mt Z N E N FHRHED
R#EE 5 L ¢, F— pair 3 ERTHEATH

5. () RicENFNDFHMED APV % % T
RL72. T 507 pair THZENZENDHARHER

WEEEIL 2 ~ 6m/sec T, 2nd component ? J5
HFe4T$ 5 1st component kB SBWEINIZ H D,
APV (3 5eik o) pair % [ & fod pair Tl 1st co-
mponent NDFHHK EWFiFI 2R L 72,

st and 2nd Component

Prop.
Velo.
Misec 7]
6 - (35)
5.
17
4 911y
( )=4aPV%
10) .
3_
(14)
2‘(15)(12)\ (12)
9)
. (10)
‘|..
0 1 2 3 4 5 6  msec
1st IPI
component
X5
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e =
Velocity recovery function (VRF) |3Stalberg

HE— DB — IR HE DR EE A E RTIC B L T
LN EEELERICH2EE, H—fHi
HMOMMBEZEZ ZERRBICE Y RBL2HE T
2V, HIEHERIIHHHED refractory  phase
DI2DREAHRT L EBFIIERZ & vy 50 m-
sec | peak % ¥ - C10 msec ~ 1000 msec |Z 7>
DAREHEE D EL KB HRTH D, THZLIFER
FEUC & & FHFMNMENEE 222 ThALN,
IEEBTL16% D BHARHEICE & 5% VRF 532
LN, HPRA a7 4 —5ETIZ VRF D32 5 #1
HEATREIN L #950%12 L B4, Z o VRF oo A
ITHTH 22 HHBERED—D DR 2 b T
WMELTELZLENTWEY, BivAba7 45—
ETHERICAZZ &I, Bivabte74—ENT
system DM O RE 2E2 D L HKS LIS
TdH 5, —F7al— pair oy i [ 1B A< B R B 5 58
TEENT 5 BLE A% jitter E TH 5%, FEkHHE
4 #b o transmission time o) variability g3k &
junctional jitter DIz B v i &> VRF o g
Eonziz £ 5 VRF fH3k o jitter (myogenic jit-
ter) B PR LR 74— TKRELSHES T 5HEH
TEING, MEFEEREEHC A7 4 —fET
Z ¢ myogenic jitter #7<3 pair A EWEE KL,
¥5ic late component & DO TIZEBHTH » 723,
VRF ok & & 2R3 —D2nf51E L L TAPV %
TN XN DHRHETEE L 7225, 402 1 Dpair
M &Ml 1st component HHEA APV pik &
WHIMEZ R L FREERT /R BGoN. £
DEHE L TUIO PV o BIEICII RO #RTEIC

LB ERNOL T LMBEOT A PV RIEIC
KRESHEL, HEOPV OEHIWIBTEIZ W,
OHEHILEE (BEPRE) L HEFERESE T
I3 em DFRHEL D 5 A5, TN HHTH200 1
DESDHRHEDIKIEEZ ATV BT T nize,
) DOBHIRHEDIRIEN BB TE Tnir v, @ APV
CHMTLDICHAFWNBITETIBRREY»SH 2, 40 &
WEZ Lz,

MRIRMTIC 351 2 W (RoE3E 13 Stalberg
12 & UFFEH3.5m/sec TP, Fr DEHE & 13TRE
—ThY, HBMEREREOREFHEIHZ2NS
W THSTHhBEEZ D, X,
DIREHE AT 1 st component |2 H~ TRV @]
ZHdZEL—HLTHBY, BREICHVTEME
XU ARMERRICEEE D B B (T system DR EHTH
v ?) JidR#EDT 2 nd component & LTS 2 &
Bbhns,

2nd componet

X R

1) Eric Stalberg : Propagation velocity in hu-
man muscle fibers in situ. Acta Physiologica
Scandinavica, 70[Suppl. 287] : 1—112, 1966,

2) Eric Stalberg : Electrogenesis in human dyst-
rophic muscle in “Pathogenesis of human
muscular dystrophies”, Excerpta Medica.,
Amsterdam, 1977, p 570—587.

3) WA #, NEEERR, M B R bo7 4 —iE
DHE—FRHEHEN, PR o7 4 —EDRK
Rz BI§ 28198, BTHE (Z4FHE) HBf0
53 FFEEHRE®E, 1979, p.134—138.
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31) WFLEI O BRI x$ 5 E-C Uncoupling

O O %

T L &I

BB OEST 2 RE 2 BUNEHEEIC & - TH
PPN EESRT 2 BRIc i d ML = LIRS EIELLIC
o T2 5 P UL 0 726512 ik 4l B 3 7] —
Pz NBERZRFELYIN T W ETH L, HE
R P/ N TEAL IS i IE R IC 5R4% T & 2 5%, ik
AR B & » THERZEORI 2 #ER 0L
720, I F=—oRHfFEHROEEPICEE
Lairnid, +9MBHTELTVWEEXH), 2D
&0 L HMREIZ BT 2T EHZ 572912 Exc
itation-Contraction (E-C) Uncoupling (#.4I#H
SEBHRA L) 3EETH D, # N Tld Eisenberg
LVt ZooFERFIZLATYSED, 22T
3HRC e F OBIRENEIGTE 2HREESE 2T,
TEILEN D BIEHIC DN TAT» 1245 2R 5,
MBEHEECEESZS5 2T, XBEELAERTL S
SFICHUEEZ BIE L, BiEEiRE EBEEAE1L
HUNERIC L ) SRR TE D L) L HEENR
A ARMENBNTH 5.

1 &

T GIIRTE1S0—2508 DT 4 A —FT v b &
Rz, BERREE - fiEEAD £ 5 <), EFREIHE
#95% Oz & 5% CO: D iRA A R IFEHPIZEL
TEFEILL 2. HHIRNEEskIE, » 7 REMIE
WEBEEL, IEP S5 ~15megohm N3N FEA T
Avs7=. E-C Uncoupling |2 -2\v»Tii Dantrolene
sodium® o 7 UG L 1k FEF) % Rl 2 o0 B2 CRTEIY
BHERERIEZEY, @RI o —IiZD
v» Tl Eisenberg V4% . Lic Fiva 7z 400 mM /
LoETsy Ficia7Zz, 400mM o 7)) £ v
— % 1 L OMEILEVPATY) > M —HUCERL, &
A %6053 L, KIC%EIE Washing Solution |z

* FREHXEE=RH

%4 B osmotic shock T t-system )333RBYRELSE
D Z & & HBYE L 72HY, Washing Solution
Izl 5mM o Ca » Mg Wi FLER ) > 77—l

MBI ISk o THEMDET 2B 729,

Dantrolene *&E3EZ ) £ v — L B UUAE 1k 4%
NERRREL2%IC, MEDEAZREL TH
F3 5 LHMICA I HBEPBLNAZLETITON
TEIc#HZEL 2. X E-C Uncoupling #17- 72k
THBEREREE T, WERE R IR
BTE20ED, NEBEMSLHENRIESIC iR
HEEEEREZ Lvhr Sy, MNEBEBEE RELE,

& £

I ) Dantrolene sodium DHR v

1IZRT & 91z Tyrode i A I2EARZHE L
AR TIERIO D HFERMERIT A 100 %6 & T 5 &
40571412 4 100 %6 THRINZERA L v, 2T
L ¢ Dantrolene % 0.1mg /L, 0.5mg/L, 5.0
mg/L, 30mg/L i ¢ Tyrode i Hichn z 72
K2z DEBEREEIEDHD &,
BWEEICIE L Tl L I3 EFEREEDIZED L,
FENFRIZ15~2057 %Ik E 4 ) £ LLRIZE
URRE DB L % <. EEHARTNIKE
ICH L, #BE30mg/L DEERTL80%NEN%
BB D RE T, BICHPRMEEHEILT 3
Z &3 TE L H » 72, %7z Dantrolene sodium
I3oKIC BRI TR FRE S £ v THe0mg/L
LI Eix Tyrode HUICERIEE Z LIZEETH -
7z. .
2) &S3E L) 20— & Washing Solution DR

400mM/L D@3 7 ) v — LIS A % 60
43R, :kiz Washing Solution (Z 2045 B & FILL
ZehtH HREEN ZRERICFHTAIL TABZ EZD
HEC L VBBOENEMYERS I LHTEBD
2 %DBINHITER Y, T OREEOHIGE T D #U

Dantrolene o
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Isometric Twitch Tension

Control
(in Tyrode Sol for 40 min)

40 min exposure to
Dantrolene Solution

0.1 Ma/Ljter

0.5 mg/Liter
5.0 mg/Liter

30 mg/Liter

| BEOEIEFEHICBIT2ERMEEN
X ER R & fix 7 i ¢ Dantrolene % Tyro-
de JEITHN 2 72 IS TR 2 L T3 3% D
SZRM4ES 2553, Dantrolene oIz
THRERNIEBLT 555 b B 30mg/ L
DFWTYH, 80%NENERYEERET, B
EICHBHEEZEET 22 2IETE W,

TR Z BRI E 2 LB D TRELTH D, #
N TR ZDOFETHS LB EER LY TE 555,
IHFLEN D BB T ZDHENDATIIAEL T
HDHZENHL D EL
3) &3k Y tAa—/ & Washing Solution (IR

A T Dantrolene sodium MR &8 L 12753559

k1), 2) Ti#~7=k 5 iz Dantrolene o A4
TLX 7)) 20— NDEATLAEETH S0 5,
Fiz524 % E-C Uncoupling #4795 72 23 2)
DHETBGDERMEEHEZFBNTEHEWTH, S
Dantrolene # 5mg/L it e ¢ Tyrode s s
fRL 2R GOBERIZELARER >R LR EZH
bI 205 BICHFERMERI 5T 3 £99.7% DU
MEIZRHIE S 7z, BB D 00.3% 0 i I HER
MRS & L TR TE 5 27 BIMEIT ¢ L B s
FHERNEEZ L LD LN T ZNFiETIIES
12 E-C Uncoupling #4795 Z & A" T& 7z,

’)f‘

4) A%kIZE B E-C Uncoupling DEEET RIS

RE

UEnd5i23) TRELLHETIIELDEF
T REBMBWNEALZ BT, ZoMisFRib: i
T TBEBMZRIFET S LIBH TS, ERHIE
BALUCERZE L RIS LI E»RETT 5 7265
FA %5 #M121004%, Dantrolene & Ci#tEE 5mg/L&
60mg/L (2 HIEA % & L - B 0 BT AL % B Fa50
LN Ekx2@EL, ¥Fiz400mM Glycerol, Wash-
ing Solution, 5mg/L ¢ Dantrolene %iEi= 3)
DFFFETEL 2 HHEsoE L ) BT 2 e L T
212 T &, *BEEC—83.8mV, Dantrolene %

Resting Membrane Potentials
-my
" -83.8 -84.4 -82,7 -81.3
ol o H
60
40
20 1
‘(\ \?' < 0\%"\
g (S \\\" @
%‘3‘) 256\

2 EpIRIEEAL Mo
*+ 8 55 M85 100 48, Dantrolene % 5 mg/ L
& 60mg /LIS HifEA%Z B L 2RO BEN, RO
7"1) v —)u, Washing Solution,Dantrolene
5mg/L niEHIcFK 2605, 204, 2049 FERHIE
AKEBLLHOBENZK250E L YEHL,
ERERET T 7 TR, BEEEZHOBT
KrRL,
ME &I L, Dantrolene 3 X E-C Uncoup-
ling # L2ZRLEEMICHEEZZ AL -
7z,
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Tl —84.4mV (5mg/L), —82.7mV (60mg/L)
EXTRERRICIE L CHETIIFEEZE L (, X400mM
Glycerol, Washing Solution, 5 mg/L Dantrolene
#Ewiz 8 L ¢ E-C Uncoupling # {g- 724854 C 1,
—81.3mV ExfEEEpIc b L BB L EEMLNLELIIE
S -7z (p<0.05).
5) A%IZ& % E-C Uncoupling @ mepp X349

PRE

MHERmEICBIL T, EELHEETH S mepp
I2x¢ L € quantal size [ZAEAMT & B £ 52
W E ZFERT 272010 FRO#EIRER L V) Kz
1001 $°-> mepp % 4% L, quantal size #FHIL
JICEREZ O, WNEBHHTIETHEE L
C0.52mV, 5 9 Dantrolene {##8C130.49mV |

MEPP Quantal Size

! ! Glycerol
Control | bantrotene | Washing Sol.
| Smg/L | D. Smg/L
m
| 1
1.0 | !
1 |
| |
1 l
| |
D
T
IR
1 |
] |
| |
10 endplates 10 endplates 10 endplates

3 fUINMSARENL (mepp) mF& (quantal size )
N Mg

*tEE 5 EE, Dantrolene 5mg/L G, RO
)) v — L, Washing Solution,Dantrolene5
mg /L iE#iz k26045, 2047, 2057 CE-C
Uncoupling % L 72¥£4¢) mepp ¥ 10D & % #%
HEBGZ L D 100§ DFCsk L CHRE S iR
#RLIZLD,

*ER > mepp 2L C, Dantrolene Hifh
Ty, X7 +u—n%E-C Uncoupling %
L7zt T4 mepp DERICIIEFEER LW,

400mM Glycerol, Washing Solution, 5mg/L
Dantrolene ##il- i& L T E-C Uncoupling #47-
7oiEAR T L0.63mV THETENIS K BBEICEELE

BErPOUD -7z, X mepp DHIEIZOWTY

T EEEFBEC0.76~2.73[0/%, E-C Uncoupling %

AT - 72 A T130.90~3. 75/ & HEZE %

rhr iz,

6) A%IZ & % E-C Uncoupling (= & > TERIRHE
ABHIE LI ERTE S A SEHICIT o R
kiR B CAT - 72 E-C Uncoupling ¥ /5 if )

BRC B OB 22T E4Ic B L, BUNER

FE-—ERATIC AR L Ol E TREE T 52 5%

D EERICIT > TAhE DD, BMREET TR

WERL O I BU/NVER 2 AL, EH20m 0 Rf

Basre AL, BiEEhEAL 12,000 L L B

T CEERT 5 Z LI KII L 7o, MEERENEE

20~30Hz THT 2 & #REML @ L T, &

BHEMEET HICIBEELUT &4 - 72 #IRER

subthreshold epp 258 5 1L 5. Z D HiEHKEE

GEEAICRL2.

TR R I G B AL 2 IR TR T S &
GIEMEMOHRL T EPRICLEs L I
mepp HECER T E, HRIBIZHWADAEREATFTSE
TWbBIZ EHLNER 572,

% =

HAES T, HRAOEIERFIC BT 5 ETEARER
I3, mepp D EALZE KRV 1 HREINBEF &
BETLI LI VESES N, XBHPERICEL T
{3 transducer # A L CRsk S L0912 L il
LARA S N T WA, RESIFFIC B W TUIEE
BRI % 1 fRE24k 3 % 2 & 13 E-C Uncoupling %
L7Ze K TLWEETH 2 A5 1 ol B o0 i G By FE AL
U BN 72> 2 ALl Lo i iE B AL 2 4
AN T A 2 EIBI LA EARTHRETH S, T
AR E T 2 kE, BWOBEE & 38 < vl
EBEE VDA, XITHROBH MRS Y
KM TESICHET 22D EL LD THHETIT)
LsticidZze v, AR TIRRERBEOHIRZHILEY
DFBHICHIETESRTCHET Z L2 HBEYLE
L, #HRERTHE~XLEIIICZTHOENEER L EFH

—164—



‘Repetitive nerve stim,

D N W S

not hii subthreshold epps
\J\ PP of egp'Q)L PP

A AN AL JL

50 mV

50 msec

4 FEREREREERC BT 3 BiEE R E SR
E-C Uncoupling #17» 721412, MBI OBHRICHMNERZEAL,
MR B 24T > TRHIBEIEM 2 EERLHEL 22 o, MfdflEnE 20 Hz,
EERIE, MEERSEGRE O EEVENL
T, ®RERE%12,000m L BT 727 epp ARREICEA L, BELIT &
o TRIZIRET, €K1 ~ 2L rHESBEMEZEHTE LV aICL,
A4z & » T E-C Uncoupling % 3 1T 5 GBI ELERDT, RETH 2
ZEERT.

Action Potentials and mepp’s

VAP !

el
LR S R T

L O O O O O O W O

| 1myv
100 msec
5 MERREHEFOHEEENL & mepp O F IR

MRS, 30Hz,

E-C Uncoupling #4772 £ T, #KSMALICH/NEREZIEAL T, HiEHE
MLOHMBLL TS EHIC b mepp AR TE, BIRMBICHINERZRIE TR
TWBIZEDHLDTH S, LRICIE mepp 2713 H 255, REML LN 3
DICKEEML 72,
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Zbhb,

# X)L Cl3 Eisenberg 59 2 X D EE) £
— L & %3E 0 Washing Solution iZ & » T+497%
E-C Uncoupling #°C & % 2 W#FlEyn BH T
1 ko> & 5 1298% DR LR £ LT 5 R
TIELTI3% <, Z#uc Dantrolene & # % i v
TEIZERY D2 %DHEN %2 TEBHZTRYERL &
INB D2 X Z H99.7% 0 IHE % BLAE L 13158
EoANE ) GRS Tl iRl DY A

AR BEAL, mepp i M EE RITI LT
EDFERICBOORLICE JICHLICH » 72D
T, MIEHIZER RN IEEIRC 1T 558
LELEAYTREE &), BHRRFE~DIEA L L T
HAEREEIIE, BIENEMNERE, I t=—%
RYEBEZIIULS, EEHICR 07 4 —fEIC
BOTLHMBEREOBZRE»EBEN T &0
LEHENDRNEBEIC L 2HEN—B L4 ) 1§
L5DOTIE L rEZS,

E & ®

A RAEE L T 2RI L hERREIC X
LM RECERZ TTRE L § 5 oI, MEFLENY
DEBHICBCTEHEIZ Y e —LiEn, Was-
hing Solution % (¥ Dantrolene % Aiv»C E-C Un-
coupling # {7V SR MR 099.7% % Hik§ 5 =
ENTREE 4 ), H—EiilamaiiieskaiTz 2
&Iz o7, AEIIELEALSL mepp (213525
BATE ISR 2 BIE 3 2 T, i BiEEhes
2B 5 B ETLAY R R IE DR FEIZ 1%L
DEELLND.

O MR R w72 fjuxf:?wﬁliﬂj{i%_:,
WEF « FEARBERFEZICREEL £ 7.

X R

1) Eisenberg, R. S. & Gage, P. W. : Frog skeletal
muscle fibers : Changes in electrical proper-
ties after disruption of transverse tubular
system. Science, 158 : 1700, 1967.

2) Krnjevic, K. & Miledi, R. : Adrenaline and
failure of neuromuscular transmission. Na-
ture, 180 : 814, 1957.

3) Heald, D. E. & Matsumoto, Y. : The effect of
dantrolene sodium on striated muscle. Phar-
macology, 13:264, 1971.

4) Eisenberg, R. S., Howell, J. N. & Vaughan, P.
C. : The maintenance of resting potentials in
glycerol-treated muscle fibers. J. Physiol,
215 : 95, 1971,

5) Kurihara, T. & Brooks, J.E. : Excitation-
Contraction Uncoupling: The effect of hyper-
osmolar glycerol solution and dantrolene
sodium on mammalian muscle in vitro. Arch.
Neurol,, 32:92, 1975.

6) Kurihara, T., Araki, S. & Shirabe, T. : Elec-
tron microscopic studies of the T-system: The
effects of hyperosmolar glycérol and dantro-
lene sodium on mammalian muscles. Folia

Psychiatr. Neurol. Jpn., 30: 179, 1976.
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32) WUME

xR

T L &ic

24 P =—Tl3FF A percussion X needle in-

sertion & ¥ bk BYF] % T myotonic burst A2 1)
RTWERZHEL»ICTZ2EHMT, T v oA
PR—F AR 2 W T NERBIC L D ER AT
o7z, SEZLTICRRS 4 852 PL2I2T 2 H
B THREL /2.

()X BB 512 33> T action potential(AP) % 4 I©
% #ARTENL (epp) DEMEZERIT 2 2 &,

CHEFEEMIC L > THERLERN I S F=—
IZHv>T, myotonic burst ZHIlANEIER L T IE
BREAOTHETLZ L.

BV A F=—FERIZA LN HBEHEMLOII
2828 b L3 initial depolarization %225k T &t
WMy sz &,

(4) Myotonic microoscillation o) & {7 3% % Jil5E
L, BESHEMCHTT2I00BEL2ENT S
ZE. UE4EERALPICLTIA P =—1EERD
BRI L THIESEM O R ABELI(ET
LT ErREST 52 EERRILDELIFE
HaYTH 5.

v P>

XNRIFT 4 25 —RT v b THRELIS0~2508 D
LorH, EBREEE ZUCHE T 2 /iR
BETEILETECMYHT 28, =—F VR
TTHME, FBEL CEER2 LY, EHIZ95% O,
5% COz %3t U CHefiayic @ HIL L %575 Tyro-
de WA % AN, WPKSET T dissection %
TV, BUNEREIC X 28880 TE B HICEL 12,
BRI HEHEDNERIChL > THEICEELY 5 2
Twkiize N, HEBRICE - TEEMOET
VELLEWEIIHOLDEEL > TR &R - 72,

C U132 0.54,

* BIFERAZHE=RH

*
L

77 ZERNERIZELEL Smm 077 R EH S
glass fiber # 2 A AN TA LML L THYERRL, %
ERIEHL 5 ~15megohm D L, D FIEA
THwWwz, 72 28WNIZiZ3M KCl #7272,

GBI D MMIINGEARIL, BISRSX TR~
T E-C Uncoupling #47v>, B ZHIEL TH
LAT - 72,

A P=—3 TP Tr —9- HINLKRVER
Tyrode #fiHi2107* M/L o ifa e ¢H v,
induced myotonic # fER L 7212,

A =—BERCHT INBHHOBKEESE
SEPI+ 3 2 &t d-tubocurarine % Dy H B
EFOTLVWRETITE ) s RA&22d, E-C
Uncoupling % B v» T10 » Fr DRIRERALIC 0/ NE
BR & 3 A L TR R 3 % 30Hz TiTvsub-
threshold & 7: - 72 epp % %% 10083 >%EHL 7=,

drug -

% 3

(N FRHEEICH T D RIRB O RME

E-C Uncoupling # L 72 L CTEIREPLLIC /NE
B2 % O3 U MR BUE R 80P o i S Bh B AL & ML AT
£%95 & | DERIC epp ARIEL Lo BRIZIZ EX
N & ) ICepp FIEBIEMICIRNTRD S,
Wi FLEN 4 Tl epp A & HHIE BN ELLA D FEATAHHE <
HINDEEHD L 512 epp ic & % notching A<
R b e v, MR AE RN LA #ELT epp 25K L
TEHIEBNEMEZAE L ZICIIMELLT &% % & epp
DHFER - TIHEBTEALLIZHE L % v 728, subthresh-
old & 7% - 7z MR epp % 54X TE, TN H ERIL
TEAMZE % 100 AN MD 5 FHE %R, B
Z10[E17 - TIMH D B e 2 #ARERL T ECEE > 4
FfL7z, ZheRilcieddrr, kxhynT
subthreshold epp (324 .45mV, /X7 L, 11,14
mV, B¥EH1316.22mV Th - 72,
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Repetitive nerve stim.

[AP

L

L

Action Potential

\
! o™ i

notching

2l

|

| is not vlslble
epp
-0 W
After repetitive nerve stim.
No Action Potential
epp notchuQ subthreshold epps A
- of opp ;!‘L AJL
50 mvV I i
epp is
50 msec /subthreshold

R AERIBIC & B BB IEE RO kS0,
E-C Uncoupling 475 72 L ¢, #HEMIL Y,

| A

FRERERE (20 Hz) o Brimsh B4 @kl 22

o, ERUZFIEFLKE, TRIZ12,000mEL EMERI#%E L 22%ic epp HBMEMT & - 24k %

RETEL,

Subthreshold Epps

NO. epps ¥ S.D. (mv)
I, | 24,45 = 2,44
2. | 22.67 + 1,67
3. | 20.79 = 0.62
4, | 15.79 + 3,16
5. | 15.74 £ 0,31
6. | 14.88 + 1,48
7. | 12.55 = 1,4]
8., |12.18 £+ 1,72
9. | 11.97 + 1.36
10, | 11.14 = 2,04

(Range:

mean | 16.22 mv o4 45-11.18)
£ HIEEELORIE.

A1z epp & action potential » DEIZR % AKX 2 HWC

HHL 7z,

Initial depolarization
of myotonic fibers

=

MG BT 3 BESHEMOMELZ ENT 2
729,105 D Bie 5 #AREBLLD & £ 1L Z 11100
fE§°> epp ZHEIEL, FHMELBERELEIC
oz,
MR AR (20~30Hz) # iy THMELLT
k- 2R ) epp ZEHAIL 72,
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1. 3.65 0,22 (S.D.) mV
2, 5.6l £0.75
3. 6.00 = 0.60
b4, 6.57 £ 0,30
5. 6.59 £ 0.60
6. 7.65 £ 0,48
7. 7.68 £0.51]
mean 6,25 + 1,38 (S.D.) mV

(Range: 3,65--7.68 mV)

2 Myotonic burst i) initial depolarization.
Myotonic burst i WCE 2 IR L 2EHE
Rz L BROBSERE 7 MOEBRTEHL,
EEE E R REE T EHTERTT S,



X 2

AAAAAA

Myotonic burst

!
/

deaolarimion

(6.00+0.60 mV)

| 10 mV

1s

Myotonic burst Dff/NEMIC & 2 Ml NELEE.

E-C Uncoupling # L7z T3 # F =—#{Em L, myotonic burst # i
R BUNER AL TH L a~—rs— | EEEL 2L 0,

IH P =—TlR, EEHESOKE) OWSICESBY RS L, THEEN
TLIENTET.

Myotonic burst

Al

0 00 O 0 |

=3

Microoscillation

50 mv
1s

\mnsun the amplitude
myotonic burst occurred above 503mV | 5mv

| 50mv

Myotonic burst & microoscillation DFt#k,

E-C Uncoupling#% , myotonic burst % filgPzCss 5 &, BUHEA L L
ThoIcLrrbbT, EEOEEIEDS LNNT (A), BICFHMICHE
4 2725 B |z dual oscilloscope T _FIc &g, TIC{&MEIE TREEIC myo-

tonic burst #Z4k L 72 & = A& REIEEC Sk T & A1 microoscillation % A
7. ZOBMEZBET S X 5.03£0.28 mV Ll Lo microoscillation %%
5L HIEEEMDFEKRE DT,
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(2)Myotonic burst {2528 S 415 initial
depolarization o328

E-C Uncoupling # L7z ETIAd b =—%TF >
b T t-9-A LR B TYER L, myotonic burst
X uR—se—C il ES LR E L SR,
R2icRdE e 4 b =—TlHLNLEHE
RInFEE | BB & B ) (FRRG LxtbnZ &),
WD BB » TEBBALISATL T 5,
ZZTZIDBGBOEMZEL LR T 2 Z & HTHE
Thotz, VICHERZ2Z L2 E, 7THRIDEER
#EH L1, initial depolarization HDE{73E(23.65

mV 7% 7.68mV, #F#76.25mV o depolariza-

tion |2 5| E K THEBNEALA > T 5 Z & HF
B Sz - 72,

(3) Myotonic microoscillation A% o F X EED

b= S|

Myotonic burst # X 3 ic{&E ( LX) 3otk
L7z & Z 534 o oscillation 32> 5 1, HICEE
MR T 5 72omE (TR) L CitsklL
& Z % microoscillation 785 &5 » 2B S 4L, F
DI|IR % FHF % £ 5.03+0.28mV LI ETi35] &
#iv» ¢ myotonia ) 5k % g2&> 72, Microoscilla-
tion {24 - CTHHIBEBIEALA ™ U Ty 2oV o iRIE 2
3.46+0.42mV TH » 72,

= £
1A == Tix b T OBEMRaH S T iISEIE
LB FEKDFHE D AT, ZOREE L THRAMHME
PETLTNEZTHS ) Z EI3METE BH50
THEudEE DEMIER-TWE, F—ICIE

WHIZ BV TRAMIZMmMV THih v i

IZBL TY, ZHEWILBWO B THlT 3
ZERESTE WY, LrLETZOMELZTH
ZFiid, I A F=—i2BWTRABIEIIFEED
FHZHLTT > Twdh &S il Tea e,

% Z CTETNRBEEC B3V TE-C Uncoupling % 17
WIS R ERIEIC & TRIRER D & o HIRE Pl 5
BLEX A ATV epp WL L CRMELLT & 20 - 72 BRf
7 epp NE#IEH GBI BIT 2Bl E L 72,

FHERIRIC & > TEDRHDE N D H BN T, 10
TRTORIEBLL TR #AT > 72, 34 P =—fEAK

T, WHEREZHF AT % & insertion myotonia
AYHE Y, myotonic burst |2fE- CTHEEAM L KT T
DT, XEBEED L 5 ISR TOMERAE R
BT L BRI BUNBIICRE L 2 R 2B 2 &
BATTEETH - 72, LA L¥Ev 7 Z &I myotonic
burst |2 EE)BEAL DA L 2 BIIC BB AR D
& 1L E-C Uncoupling # 17 - 72 £ T burst #;#i#:
L8k 5 Z &Iz X - T, initial depolarization %
BHRGEIHT 52 &HTE, 24 F=—fEADRKXA
FUEXZEMNT 22 &2 WhEE - 72,

Myotonic burst % gE5iiligEt4s% % L ¢ microos-
cillation 2*5E$% TE 2D CTHEHIZ = OB E %
L, LROFHELEIHOBLED S 34 F =—Fk
DFEKEHEERFELxFEL 2L 2 55.0340.28mV
YL ko> microoscillation 5% % & X2 34 b =
—DREKDR-TEY, ZHLBEHEOBIET
H511.14~24.45mV L HULIETFT LT W3 = & »F
HoEhr o7,

AR TERIISER LI A P =—13, 7>
FoR2-9-ZNKRIBEICE-TT v F DEBG
I2in vitro T2 5723 D TH B H5, T DRI
A BT S 7 u—n A F okt 258
S+ B EMA S 54, Lipicky YRR T
EFDIFdP=—ItBWTL 70— A A oxt
T HEBEIRAL TV B I EFHEL2IZE R,
A E—RBHHEEORETESLZ SICEL T
3 & LIEMUL T 25, £<RLTH D LM
BEYHI LI TEL Y, REER, 34 b=—iC
I ME2 DBREHET b HiERD—D 2 BT
THMEBWTETHILL, Blck b b=—
“SRELES TT LT % n #2505,

F & &

1. 79 P OBEBE—MEERS, 7oF5¢
U9 ANKRUBEROCTERNIA F=—2%1F
L7z,

2. Myotonic burst o34k, E-C
Uncoupling # L TR AE Z 1k 2 2 &ic k -
THREE L 72,

3. XEBHAETIZ11.14~24.45mV D5,
RBIEBEMDRKEEE % 5,
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4, IA = ERTCRHIEHEMLDTEAI TR
B RN, BB ELMOME E ) oS I B R
HEDHLN, ZTORMWEEAT S &, 3.65~7.68
mV BEXEEE > TWb,

5 . Myotonic microoscillation 22w T &,
5.0340.28mV Ll E T35 & EH A EZEH T
5.

6. 34 b =—#EA T3 initial depolarization
55T L € 3, myotonic microoscillation X
NEFRIL L4~ 8 mV DS EA S UL HE
BYEMEELZ I H 5, WMEHHNII~24mV
DREICH L AZEICRAREIMETLTCEY, b
TR RTHANTEAHEY LT VIRIEICH
LT EDHLD EL ST

SHEE D B R R W BIEERKEEZN
Bl RARHUEREARIC B L 7.

X R

1) WEHEFE . 34 F=—BEBRFICHTLIESR
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2)

3)

4)

HFFRPTR. BEEARFRAE, 18 1 332, 1978.
Kurihara, T. : Experimental Myotonia. Folia
Pschiatr. Neurol. Jpn., 31 :1977.

Kurihara, T. & Brooks, J. E. : The mechani-
sm of neuromuscular fatigue: A study of
mammalian muscle using excitation-contrac-
tion uncoupling. Arch. Neurol., 32: 168,
1975.

Bryant, S. H. & Morales-Aguilera, A. : Chlo-

ride conductance in normal and myotonic

- muscle fibers and the action of monocarboxy-

5)

lic aromatic acids. J. Physiol.,
1971.
Lipicky, R.J., Bryant, S.H. et al.: Cable

parameters, sodium, potassium, chloride, and

219 : 367,

water content, and isolated external inter-
costal muscle of normal volunteers and pa-
tients with myotonia congenita. J. Clin. In-

vest., 50 : 2091, 1971.



33 ) F2ExIy excessive [Ca*])j-induced myopathy

B9 3058
R N
WRBHE oM % % m W
=] ;0] EPPiRIE#1.5~3.5mV OB #5:FT 21081 3

B R ba7 4 —fEIC DWW, EHlaECat s
WHEZELD-?, Ca*iz KIET 2 M ERE D 2L 75
NakCat AN REY % LIz & 2 MM Cat o
RRBIBRE 2RI E S 0, AFHO IR R b
JT B AL 091 BEBBAGR0 B A5 55 A Y LI =
N5 2 EXD0, B MEERIEE ES, WD b
MEHENTWRHER, THEZRBLTWS, A
TH9IC BRI Ca™ L —~L % 250 i M B2 1 2 48 3%
LS 2HBEMRTFELTE, #7248 %A
23187V AL N TV B, AEFFRIL in vitro TB
BHICh 724> RIEEAH S E 5 2 CHIEA
Ca“ifE & Sk E 2 D D, Z ks
EHPEMICHRETL T, PXtru7 4 —BFE:D
B % g~z

v *

7422 —FRZ v+ (150—2008) » 5, pe-
ntobarbital FREET CHEFE B RS HEEA LT YD B
L, IE®WY > il (952 02+ 5% CO2, 33°C)
ERT CERICEEL 22, fFIEEEMIEETD
R TR0 L LD FER 2 Red 72, BNER
HEAL (MEPP) (3 BAMEET CHIBRHKRDIEIZ 21T
e HLEL, EALo rise time #70.6 msec L
THLDZTEZFEML 2. #REA (EPP) (3,
@EFLHE M d-tubocurarine % fin 2 T A% I 1 12
& B BUE % 05 CEC4k L /2. quantum size (3
EPP BG4 % EPP {RIEHOFH T L TRed
72(% EPP iRigic 12, MEPP o JEE & a9mE N7
ODFIEZIT-12), 7 T — VIR, B—FR

* RIBAFEFRE—AFH

77 —VIBEEL - TERBL /2, EHEAIRIEIC
(%, Ouabain 1.7X107*M, Epinephrine 5 ug/
ml, Theophylline 2 mM, Insulin (monocompo-
nent ; Novo) 0.5iu./ml % Fv 7z, SEHISE0Y 3 o
»¢5-—(3, Duncan & Smith ;»F 3 2 {565 L,
308 mM A7 = 4 DR E EBLIZ, 2 Hz B
HEAR G E 5219 Mian free Ca™iERin%
WIF L TIERLL 72,

i& £

1) IEEMEREEGEE LR EHESEFIC
Y5 RIGE, &SEANERML205 B 5355 H
¥ ToOM DT %, BRI &L
CTi#H~7z, Ouabainizxt L Cid, 10mV nFFILE
M43 % 5= L /2. Epinephrine (=%l Ti3, 5
mV 0@ 45 %L, =it phosphodiesterase
inhibitor (Theophylline) #hic &, X254
mV @541 L 72. —77, Ouabain (i, Epinephr-
ine DBESGWRIEAZELL 22 (B 1 £ EK)., §f 1k
EALNLE L 72 E—H RIS DWW CERI DB E %
A5 &, WANEMREN MEPP (1, Epinephrine 3
W, &512Z iz Theophylline #fnic k& - ¢,
FrEEALASBILIC & L e WIRIER K ZTRL, R
FRIZBUESE ML BE I (X1 £). Insu
linizx4 L Tid, 5mV i ik EEABSEILr 2
Litz, ¥ Z AHOuabain R TRHILELZD b
Z iz Insulin #3019 % & 381 4 mV o s
PEEIN (A1 AET).

2) 2 Hz RIEERHSEE 8mM » 7 = 4 » i
TLCHE L ZHEBEGIC DWW CERET 5T
AT 72, ERRBEEATIIAEREIC XT3 mV i
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Resting membrane potentialc mv )
-50 -60 -70 -80 -90

before MEPP .
Epinephrine 5xg/ni
- . . +
Epinephrine 5ugml before Epinephrine 5,9/mi Theophyiline 2mm
Epinephrine 5ugy| —— '
. [ ———
Theophylline 2mM pnm—— -
n=50 e [
before
Ouabain 1.7x15* M
Epinephrine Sug/m!
Ouabain 1.7x10° M n=20
before
Insulin 0.5i.u4m) —=.r L1mv
Sitm . AT T e
before 75 79 81
- Resting membrane
Ouabain 1.7x10°M potential (mv)
Insulin 0.5 i)
Ouabain 17x10°'M n-50

I
Resti .
. esting me(nr}‘tv?ne potential
8 mM&caffeme -50 -60 -70 -80
electrical stimulation 2Hz
30 min. before
Caffeine 8mM
Electrical stimulation 2Hz
Ouabain 1.716' M
n35
before
Caffeine 8mM
Electrical stimulation 2Hz
Epinephrine 5ug/m|
MEPP /n=35
amplitude(mv) 075:0.218 0.76:0.185
half.-decay time 1.7%0.05 3.6:0.54 before
(msec) -
Caffeine 8mM
frequency 42+0.63 17+149 Electrical stimulation 2Hz
(per second)
Insulin 0.5 i.u/ml
R.M.P.(mv) 75+3.7 72+39 na3s
Quantum size (mv) 0.00610.002 0.006:0.001
in curarized preparation
Sensitivity to 1.5=1.56 15
curare (ug/ml.) 2
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S % 5L, MEPP [JIRIBICIIABENEILE A L
Dich - 725, HFEEER] (half-decay time)o £
HWIEEGBEI N, BEBEORMD #-> Ty
7z%%, quantum size [FIEFF * HXEEEE A
Dotz 77— VEEELEEHENTS
=iz (E2k).

[EIBE D LER R 1= D TR ZIRET 21T - 72,
Ouabain i ZIEH DS BREIGEZR L, —4, Ep-
‘inephrine, Insulin (23} 280G RIN7Ze
WLIETB L Tz (K24).

£ E S

BN EFRLWER I A 78F—1F, 772
4 >z & 5 Ca*-induced release of Ca* from
sarcoplasmic reticulum {g ;1 -, TE-EHEC L
% depolarization-induced release of Ca* from
sarcoplasmic reticulum DA EGFIZ Lk - T, #
Ta free Ca* L~ %%, high Ca* ick 3
EE SRR OGERED, HEHEPIC L 3 L Bbn
DR L E WL TERL LN THSE. F
FABYEOE L3, T TICZNERRIZOW
THRE»PmMZ s nTEY, sk, Z-
lines HRBABEAL, 3 F 2> FY 7iagied & co-
ntracted HIREE & e ), XA T myofilament de-
gradation I2ZE % L\ 5 ¥, KIFRIZ i E ERL
B, KBRS LBREL, PAtv 74—/
EDHPHEEEREL LN TH S,

724y, REEERF@ TR LI-HT &
AEHYEMICONLbADN AR EDH T EENEFILIEE

Lz 548, MEPP o lEHIRIEE 7 7 —vicxd§ %

EFREE»r LHEEINDI T LF L) P 2FK
NIEEMY ©i3, Duchenne B 2 o7 4 —F%
THL A LD LN T35, MEPP s R E R 12,
PAPO 74 —FXCHTLEEIN T IE
T8, bbb LT CRBHI AT 2512
1) > quantum size [ZIEH Th - 72 b,
ptic cleft DFERL T F L) > AT F—X
EIEICREIRT VAW D EARET UL, B ion
channel open time M EE# KL TWb LN
2 551000 M EECREKEC L8k L /2 MEPP

BUEHULRIIZ, % 7 = 4 > o) presynaptic eff-

syna-

ect!® (= L AMHMBYFT R L HEEI N5,
(Nat-K*)-activated ATPase 7o #— Tk
%0uabain'® {2343 2 b it DI R L EITE
D E# 2 BaBmRIGciE, YA 74—HT
L& & 1, denervated muscle & £ 2 B 3K
AR EN—D L SN T B2,
MBI DR MR # AL FEE LTH
v»72 Epinephrine 22T, bitbiizd Tic,
presynaptic iZ{3 ¢ ZHFEKENL T FIL2 ) >
quantal release %1% L T MEPP EE 556,
postsynaptic |23 g =& % AL MEPP iRigH
K5 LR EMBSEIER»H 5 2 & 7%
L TR, 45413, cyclic AMP # 4L <€
transport enzyme (ZfER L, Na'-K*gEgh#msic
HETIRRTHZ LENTWEY, bhbho
IEFEHEEED AW BRAEMYa%EER Y, Epi-
nephrine |2 %4 % &p 1L B TEALA 5 AL R IG A7,
Theophylline-potentiated, Ouabain-suppressive
THhdZexml, TNEHRALL, #7142,
AR ERH B T3, Z o Epinephrine =%t
4 % postsynaptic FKJGASRML TH Y, kL 72
*f Epinephrine & T&EB & 115 Nat fe@jiss
BEBAEEINTHEI LI TREEINS,
Insulin  Na*-K* fg@htaticli53 2 RWT &
E N 3 »%, Ouabain (Z Insulin |z k 5 Nat efflux
DAL L —HE Krinflux 2 70w 73 2 27,
Quabain fFFE T ¢l Insulin {33 L A Na* influx
PRHET E (—EVv N ATP o 548 F 72135+
W KHMGRE 2 WHEMGE T5)% bilbhDIE
WL & A v - 5B 3E, Insulin A%ERiLfEs
EALZ 85 HR{LL, Ouabain FFAET I3z By
BT 22 %2R0, TNREFHELE W, # 7=
4>, RIEESAREEGIZ, Zoxt Insulin £
WMET #7R” L, X Epinephrine RG> (1287 3 2
TEIEI N5 NatfiR B R AR EDFLLEHTRE R
7z,
& 3
ATHICHBIN free Catr L~ L3 B2 s %
WL TA 724 E REERHEZ 52 TER
L2 EBREY I A o9 —13, OHIFaBEEE LTS
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B, Qv #IREMMREFERFER, @ Ouabain IZ
MY BIEEREHE, Z2RL, A2 74—HE
W LBET 2R %2172, 72, Ouabain

RS2 Tl sic LEZWIREHE 2, Nat
hedmh#ns% i 53 2 Epinephrine, Insulin#fiv»,
IR ST B BEMORIGRINC & - TH LD
iz 7-.
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34) HRBEREETREICALN S
mounding 35 o U] EH &

oo
WERBHE & B B %
o ok %
oW o a
B 0}

Mounding 3% (3, myoedema & L, 1FEh, 55
ZEMTL 22 & EICAET 2 FENERIGETH D H
IKBRBREEIRTIE H 2 V3L, EiE L &0t
MRATHEAT I L vbRTWwW3sY, #EAICD
BHLNDLNDTH D, 18464 Schiff »EnTE
B2 BRI L 72 & S ISR BRTIGE £ 226

idiomuskulare Wulstbildung (idiomuscular con-

traction, ¥fRVEFFERE) L 1A TR, AEDH
THLH$ 5 = ¢ (Bennet, B, 1846), #HEdH 5w
IXEHTELERT I & (Résner, A, 1900) IE#
WTLHET S 2 & (Auerbach, 1900) 7¢ X #EH &
PUIZENTERLY 2R REERICIZIGEEHTE
A7, AR L 28R EIZBE W
L bHbi\vwZ x? X, cocaine 7¢ & THEE: L 7>
B C LI RIERMERIIHIT 2 2 &3 7 & A58y
LANZZ ), FEERETYH mounding FLHIITE
[YiEEhE & L e T (electrically silent), [
B E IHE L bW EPEEHINTE
720.5)

bbby, Zank 9 % mounding BLE D UL
MaMHE~*, action potential % {3 5 I35 o 5 YL
EENESICREBDD, F I RIS TRE
BT 2 12 mounding BIGAFH L 3
DIPHLPIZT B EERAT.

-
—

* MRKFEFEMFTHEAH
* x BT RBEEINZEL 5 —

Bk

K Oi® o ¥ O®m Ok B OE

e ¥ W ok M X
Vi) *

¥ mounding HEAFEHITETLHES,
Hoffmann fERHEDEEF)IC CTEAETZEN Y 5 O
I BRI B L OUMEBOERICE D, #Higy
B, HEfbHny, SRR 2T - 72,

:kiz KCI-Ringer, Dantrolene Na, Brij 58 o
HEW TR GER 2 e DR T 7oy 7 L
727 v e T 2 (soleus), Eigfhf; (EDL)
{2 31T % mounding B15 % #A-,
bule (T- tubule), #5/I’MEfk (SR) wBi& # #3
L7,

transverse tu-

Hoffmann JSEREEIC DO LT DK

FEB] (BARIA A24260-79) 1X, 655 F T
2HEHIEIITHE L LN, Zo%kEBERIZEEZOHEAL,
RER, BHERRIZAL, BoELIEE, 5, 5
MIERZ EAYHIL L EIC RIS OIE, HEB &
U REREDEAT L ARSI TR b EAss 70 ¢ 7%
SO ABEL oz, BEASUIRBIZZLL, &
FULITE L 2 LRSI RRANLE TR T
CGREBFIFHICH 213200 KRB BUTE BT SE L
BIELTWS, TEHICIIECGHET &, 08y
REK, BB % 3265, OBRH b RIENFRZRL 72,
BfEid iR T, SFEIITHE, EBHREHIEZET
HWEL CTHB D MBNENITIZ-E ) Lev, FHBY
7 mounding I} %2 586> 72 H% myotonia EENILH
27z, BRETIE, PRIBEEEET (B
T3RSU 19.9%, Ti<1.0ug/dl,Ta< 25ug/dl, TS
H251,U/ml) & &k v#Pe®E (CPK55021U/1 1E

—177—



#[24-170]1) »°88 & H TH 1) Hoffmann FEREF &
LR (A

(1) sEEoECESERC & 5 EMGIZ T, JIA
TEENH SRR L TV A% after discharge (3% <,
ZhEie T silent TH 5, FEFRURR, H§ b short
duration, polyphasic NMU % iEA7$ 2% A%3ITIE
HITIEW,
ingBG e 342 &, PITHCER" )T,
MO HEERNEHHICHLT 2 L BN H K L
“BEA2” (mounding)iCHEL T S b L KREL
IRNHEERE N DY, HBEITITVHWYW D action
potential (358> 57V, FAZUIFTER L D A LAk
Nz & T AGENERED) TN ARH S I,
Z N4 o mounding BLRITIERIETE CRAMEY %
BRRETHHZ rE2RLTW3(EI).

Hoffmanns syndrome 65yo. M

EMG of mounding of biceps

J’[\
e

!

at the point of
percussion

2cm away from
the point

1imv

100 msec

(2) BB TSEE, BEET oM T,
SEHPE RS0 v & MR L 72 IR o AR HESY B 52
5, HMEbaEa9113 type 1 fibers A7%950% & <%0
WML Twa, MELTW B2 b b T
splitting <& & i, KANATE), H.04%, ZlaZlE,
Hig %, opaque fiber, bt 7Y > {LARHE, [IH
D% IR L S o F—DFTRL AL
5.

(3) EAxip o> SDS " )VE R KE) TlE, myosin,
actinin, troponin Z ) £ K& R A DMBRICIZIEE
2 2D vds, myosin @ Le ${Ic B CHRICAHY
T35 EAEA L k&, type [ fibers odigin
LAV = ¢ WA

FTRERE (= -C Wi — A5 I 35 \» Tmound-

(4) H#r#% oo skinned fiber iz Xk 3 SR D
Ca-uptake index {3, type I fibers Ti%, 6 &
W RHES T T, type II fibers <3, 4 4&n
BWRBHHED ) b2 ATIET LTz (K2).

Hoffmann's syndrome 65y.o. M

type I fibers

typelifibers

05 10
Ca-uptake index by SR

2
5w kO soleus, EDL (Z&H T 3485

BBk L 720 d BV IZHED T o~ b (BRE# 1508)
o soleus, EDL # - DL, BBEH P77 AT 22—
H— (HEELEFD vy 77> 7 SB17H) cH
L, ETHCEHENITL 2 & &9 mounding 3
HAEEIHHMBEL v 7 Fa—F—TRHEHL .

(1) Mounding ¥ %1 fast white T# % EDL
& W 3 slow intermediate T# % soleus »5F T
SODHBLLT W,

(2) Krebs-Ringer #i o NaCl # 4T KCI ¢&
# L 7z KCl-Ringer ifi ([K*] = 122.7 mM/1)iz
#BiL, 100V, 1msec DRI TERFML
TORMAE L v & 2 HERL, REKZ 5T
ST B R L 723Kk T 4 mounding BLGUI FEaric
BT 5.

(3) Dantrolene-Na |z T-tubule & SR & 7
W79y 2T ETHLILTW S, FToirmik
B (40ug/ml) o> Dantrolene Na &gz, T|AMEL
X B HIMEAIIZEAEEL X X5 TREIL
72424, mounding LI F BIC RIT 2 (F 3).

{4) 5&J17% surfactant T& % Brij 58% FivC
SR 2 & AFPHERNE T 2T % &, A
M & 2 8INHEIZ L H A A mounding AR L &
CHELZW,
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Rat soleus

Krebs-Ringer

DantroleneNa
40pg/mi

lJULJLJ,W

2 4 5 6 7 15

[\ 45mg
N\ ymin

N
N

~

X3

% %=

T LBHIcE~7 k9, mounding B 513 # o
EbLH TR BH DO FIERLELRMIC “silent”
ThHhoL EDEEE» L, $L DEERHHEE 2
WTE2, FREBENHETL, REFTLAL,
BIGHE 3BAE T, FLEHETRLIZEA Y v
2O THRELHIHm THL a3 Tam, =
DG UHHERY» LI, KEBEOBEEL W TH
55 ZERMETE S, NBMERIIMEET 25
BESEROBURTH 50, BRIT—UIHE L %

W RN ZDBLR L DL, THTH S, bh
ONDEGRIDERIIZDEEZHELPIC L2 EWZ
%. % b b mounding BLE N MBI SR »7BY
HLTHY, MITIC L) SR »*EEHEI A Ca
WEREATE L TV B THEMEA R E W, 28840
R T mounding LR ATHILL TV & % R
BL7ZA, ZoEEE L Ctype I fiber & type
IT fiber X DEErNZERN I H, SR DRI &
LEFEMNREVER NS, Eic Hoffmann fE{R
T mounding EHNFMEL T WI &icid, SR
ok Bt & 172 Ca2t o) re-uptake DT A E
HELTw3rBbns,

X R

1) BIEET @ AT ¥, #, 1951, p.131.

2) AREUST  FRFUEBIERE =3 S FRG), ke
ACER 2 FUTE (AR = fpRaie 2 sl G =2t 7.
HAFSE, 616, 1941,

3) FAE, SISEW RREGRE=%T /B
32(3), WREMG =M VIR RMEGERE S P |
BN =5 7. BRI, 3203, 1938,

4) Denny-Brown, D. & Pennybacker, J. B. :
Fibrillation and fasciculation in voluntary
muscle. Brain, 61 : 311, 1938.

5) Salick, A. I. & Pearson, C. M.
silence of myoedema. Neurology, 17 : 899,
1967,

: Electrical
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35) TIFNwFiERETEFMELEHMAEDER

SAA LI T v AICEBT 2 v X B
oA bua7 4 —DRMRKET 7=V —1

B4 71— XDUE

i

=
=

WS B % RAT

B 9

We4EJE, Duchenne Bf5 2 2 + w7 4 —(DMP)
DAREE DI ERFE o) adenylate cyclase &1 (A
C) mEREsHBICHLB-Z 2 28ELY
FnHEIFUC-ATP £#3EHEL T, TA 74>,
cold cAMP e Fic AC 2 HIEL, &KL
LUC-cAMP # 7 I +# 7 4 & XTI Dowex-
17 FLTHHETELNTHT2, £DIE, TH
7 4 ) HEBEEICH L TEIRZ LD L AT
] 5 72» T, end product inhibition i} 7Ze v
{43 #8 L, phosphodiesterase (PDE) #ii]
7 BB CLEREE < 1) > # FAvy, cold ATP » 5
HpK L 72 cAMP # radioimmunoassay (RIA)
I CHIET 2 T Duchenne B X 17 4
—BEORMERE AC ZREL 2ERE ZZICH
HY 5.

Pl &

4@ #I%E FM4E ATP 1 mM, MgClz 10 mM,
ZVv T F ) »E20mM, 7 VT F > X —+100
u/ml, ¥EEE, < 1) >0.25mM, ) RIEEERRTE
#g40mM (pH7.4), FRIMEKAE300~600 ug &HHE T
305337°CTA > % 2~<— } #£100°C {= T 3 47l
L CRE% ke, @ik k10025 gl k)
IFNLT I L EEKERERIRTE (2 1 1) ZREIKC
BlL, o kIcE®RT LI F200mg A, Bl

* WP RFREFBHE=AM

o
= R WO m W%

39541 #»50mM BEEg#REE (pPH6.2) %M Vor-
tex |22t 3, @bk L1100 ZAHVEE O RL
A r RIS - 72, Bl D RIBEER R E IS CHEEM
L 72 1251 5~ )0 succinyl cAMP tyrosine me-
thylester 100 21 & cAMP (FSRFLMFL00 21 %
4°CT1A>X=2~—}L, 0.5mlD1%4y
a7 &z 724, 1mln20% polyethylene
glycol 2m 2 Vortex izA1F#zk (4°C) L&
oy-A > —IZCRHAL 72,
= 3
& | iz YC-ATP % ZHICHV 5RIEINHEIC

BiFaFA74 ) >0 EERT.

Etftect of Theophylline on Adenylate Cyclase of

Human Erythrocytes
NaF

10mM

~
*

Theophylline tmonhyu.m
SmM 51 mM

ADENLATE CYCLASE ACTIVITY {pmoles cAMP/mg prot/20min)
-
=3

O~ Nwsro Bu®

NaJ None

i
e
[

2

ROFET F=1— b4 7V =R RITT
FAT 4 DR

I
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NaF 1T Thigtiz cold cAMP 1mM, 7
X7 40> 5mMOEETRLEL, AUIHIE
ZDEGERAIZ 1 ODOBRTLH o722, LrL
DMP K E TR EBEEIME L L > 72D TT A
T4 N OBEERFTL CAHD EEBEAY T
o5V ./ —NEET COEEMEICHL T 5mM
DFFT7 4 ) THLIHIH A LN, 10mM DT+
7 4 Y > Ti3 £k NaF frfE F &1l $ 5mM
LIRS A S 7z, PE- THBHEZHIET 5
BT TFA 74 ) 2HWEWAEIIWERD
N7z, b FARIMIMERT—Z Pz cAMP #AfgA*
&<, PDE i1 b &v. PDE ool H B9 TR

EErereY) 2 HwbZ Lz, end product in-

hibition 7> 4>7%¢ W2 %4 (cold cAMP% v~ 724:0%)
Tt b RIMEREN S Fvs AC iEHEE % HIZET 5
i2i3 2, 3DOLKPULETH-/z. AL ATP &
D HERL72HED cAMP 2T 3 2 oiciii®
HTEHBREN A OBRENE VCAEEI»LETD
2. ®2ic4 B2 A2 cAMP oyl i% (&
RIIRIBE12TE) DT eFibx 7viFFo
displacement curve #R7%. 7+5 /L ADP, A
MP, ATP m i3 succinyl cAMP tyrosi-

ne methylester-1251 » 1, #1213¥107°M o
75 ATP (35 X10°M 7 5/ cAMP}
Ry ERUE2E2T52METH S, E-> THH
12103M » ATP # HwTWw3bZ L H D cAMP

Displacement Curves of SITME-ScAMP by Acetyl

Nucleotides

€000} AcAMP
= 4000
o
(s}
2000

0

o1 -10 -9 -8 -7 -6 -5 -4 -3 -2

LOG (nucleotide) (M)

2 RIAiZBTBTHFLI 2V 4+ FOXRKIE

PHDX 7vAF FETORILEIHD, £D
Zeh bR LTI FoNy FEERELE, @3
I DEREE L »720.5X2.0em DT IV FHT
2. (#300mg) ic k % 3H-acetyl cAMP & 1C-
acetyl ATP o< —> T acetyl cAMP ¢
A T LICREAE & T acetyl ATP 3D TiEL 7
LI FHICRAE I N, 0.2MaHNa:POd Tz LHT
HEHENZZ EEZTRLTWS

Elution Patterns of Acetyl *H-cAMP and
Acetyl“C-ATP trom Alumina Column.

50 mM Ace etaleBu"er 02N NaHPO,
} (pHE2) }

5.000 CAMP AATP

CPM

.\‘ -
1 S 10 15 20 25
FRACTION NUMBER

R3 T7aithTa (0.5X2.0cm) DT EFNL cA-
MP ¢+ 7+ F 1V ATP i vy —>

A3 FHHETHRRI Sy F RIS BT EERT L
tFoRERFLLERETRT. *H-cAMP RU*
UC-ATP # kit F > CT FibL <
v FEETHBE_ EFHICER E L3 &2 DB RE
T FEICHLT ey P L7z, 150mg 5
300mg MR T acetyl ATP 7 v 3 F~98.8%
kg &, —E? acetyl cAMP B A5
Lz i3, acetyl 3H-cAMP 2z a7
L3 FBEOMTA%RIER O BEIRAE b N7z, BE
1004l ¥ 72 200mg DEIET NI T2 AW
Az izl 7.

= CIIMEMENHEVICHE->THRELZ D
MP oopmskiEn AC & 2 2 b a7 4 —Lstn R
FoRmEkEND AC 2 Z ZIRL2FETHEL
72%5TH 5. DMP mfR Bk AC 0 IEREMH,
4v7aesr /—n (0.1mM), EGTA( 2mM),
Av7rarrL . /—ne EGTA(0.1m X U* 2mM),
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% | Adenylate cyclase activities of erythrocytes in patients with Duchenne muscular dystrophy

Basal Isoproterenol EGTA Isoproterenol (0.1 mM) NaF
(0.1 mM) (2 mM) +EGTA(2 mM) (10 mM)
DMP 0.437 + 0.172* 0.643 + 0.206 0.588 + 0.187 0.593 + 0.214 27.220 + 4.289
(7)** (5) (5) (6) (7)
Non-DMP  0.227 + 0.074  0.237 + 0.067 0.185 + 0.052 0.284 + 0.062 17.194 + 5.914
(7) (7) (6) (6) (7)
Student-t p>0.05 p<0.05 p <0.05 p>0.05 p>0.05

*:mean t S.E., pmole cAMP / mg protein / 30 min.

**:numbers of assayed samples.

Alumina Batch Method for
Separation of Cyclic Nucieotides

10000} (Acetylated or Succinylated)
prior to Radioimmunoassay

CPM

3H-cAMP
5,000

We.ATP

0 10 200 300 400 500
ALUMINA mg/tube

4 TeFNMEET LI F Ny FERHEbERS
ETCHOERE LT FEOBIE

NaF (10mM) v FHETIRAE LY L
Gz, UL LEREER Y NaF HET Cldd
M ABER o2, AV TaTFL S —,
EGTA zn # 1B Ti3 DMP & 3B ooilic #3t
AN HEEN A LN,

%z =

ZHRIAIZEWTHEE DS B8, HKIC su-
ccinyl cAMP 773 > 2#EAEETHWS
728>, Hi3R 2 ki succinyl 3D iEE 2 o7 L
DIZH L TREESI NS, BKRETE2FILT 5 L&
succinyl 2t & o fExEHGEHME & D KI5 8
EEI00EGICEmD D Z EXHHKD, T Fr3y
FHELHAT L & TROUIFEREDE Y, B
EOMELEZHEILT S5 Eh k2, ZhzHw
T DMP ¢ fBEHFRMEREE AC % HI5E L 72453
BB THS, SEDHETHRIEL 2 AC
IIETE o (RE#3.14£0.43, xFEE1.49+0.44
pmole/mg & H /20572 L, 105D 1 TS,
JRK & L < PDE Ml 2sAS 47 TH 5 W etEH» 2
Zbhd, fimE LT3 DMP T3 EI =<,
Mo EErAbN 4 Y 7aT v /—),
EGTA 4T ¢ AC i&tE L, DMP T2kl
DEEE L BT 5 LB b, fik Wachol-
tz 51 (a-32P) ATP #3LHi2Hv 1 mMcAM
POHLETTCINC2EEMNAL > X2X—2 3> T
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AC % BlsE L DMP RUMRE#EIC B v THRILER AC

DIEBEEWEI TN Z L 2HRE LD REAEICEHL
TIIAIEDFETHILK2 DT — 7 L —33 255,
AEDFHETIEZ ZITRL 72 < DMP B35 Tl
FEREHEICBI L T HFEZA ML - 72, Fischer b
{2 DMP 23480 AC mffIcEZZ2BD LU -2 &
&L Tv» 33 Mawatari & (3 DMP s mEk s
AC M BRIEE A L D ZHREEEIZE <,
IR 7 ) > & BB DMP TRWZ & %
L T2 BIE RIS E N2 DIER TIRIE
HAoFMEkD ACHLbl L4V 7aiL )/
—Iic & B IEWEIGIZHEET e 5 » 72, Rasmussen
Liz e FARMERE AC DR LTS EREHEDTFELE R
BoTwa® FREFEICLIVMERIBEL>TH
N, SEF2nHEd ERoMEMESEID 5,
b FRMERD AC O ENERIZREEN WS
FWEEo T3, BREN LA TREIMBEN
PERTBY, BRENSTLIZITWETNELN
Tho12. ZnF#ETDMP orimzk AC # ¥z
BREFT 5 TETH 5.

% B
TN FNyFEETeF bz AbE 2R
TA#BHR L, b FRMWERIK AC BIEICIER L 72,
DMP o ek AC (33588 {E R ° NaF 1T
TIRMNBEORBICEEEN L 7205, AV 70
TV ./ —=nHbnwIEGTAHFLETTIZI DMPmA
ClRERBICEYP -7z, MESRMGETENMHLE D
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2)

3)

4

~—

5

~

MP 5 & RMERIRIC IR OIRED LT 5 H T
DEFBIZRIZBREN T2,

X BR
BT [ T2l e XBR a7 4 —
ERRBORMERT 7= — b4 7V —iE
HRUBIEIZBITIHLRS, BPRLe7
A —IENFHICET 2 ERKRVFR (S35 18
1 53 4 T Fe S
Wacholtz, M. C., Raible, D. G., Jackowski, S.,

et al. : Adenylatecyclase and ATPase activi-
ties in red cell membranes of patients and
genetic carriers of Duchenne muscular dyst-
rophy. Clin. Chim. Acta, 96 : 255, 1979,
Fischer, S., Tortolero, M., Piau, J.-P. et al. :
Protein kinase and adenylate cyclase of ery-
throcyte membrane from patients with Duch-
enne muscular dystrophy. Clin. Chim. Acta,
88 : 437, 1978.

Mawatari, S., Schonberg, M. & Olarte, M.:
Biochemical abnormalities of erythrocyte
membrane in Duchenne dystrophy. Arch.
Neurol., 33 : 489, 1976.

Rasmussen, H., Lake, W. & Allen, J.: The
effect of catecholamines and prostaglan-
dins upon hunan and rat erythrocytes. Bio-
chim. Biophys. Acta, 411 : 63, 1975.



36 ) Duchenne R > Z b 1 7 4 —HEFR MEBRIFE D

Na + K ATPase

-

Hroet s DR

Duchenne B 2 F v 7 4 —3E (DMD) ok
MERIZDWTIZ, R DREDHEID D55, 7
T 2354 > % DMD gr ek o> ATPase &M% 80
BUDZEVIRERIRFEOPTLRIFEETLHR
THHIHIVE Larl, ZHISHLTERBY O
WL AL v, INHEDEL DBFITHE W
T, HFMIKBEOTEEIC BT 5 FEREBFRLTL
LEL Tl v, AR, ROERESHBRDK
g Y > ¢ DMD R MEkBEi o> Na +K AT
Pase "B & B> T 22 Ltk vwEvs
REDDL EIZ, W DD B - FANELZ AL,
éTPase ZRlEL 7.

NRE L UFE
DMD ## 5 &k O REE (BERERE) 15,
6 U Hiakic AR D RFEABFC, RMITHICE
H O REFZ = ATV, RMEREOFH S B Lo AT
Pase o @IsE L, HISKER L RIS T 72, KRR
I2 81T % ATPase ilE &ML RN H—L 72,
OB i3 50mM Tris-HCI(pH7.4), 2mM

ATP, ImM MgClz;, 100mM NaCl, 15mM KCl,

FRIEREI300~400ug, 7T /54 > #4H L 2854

12120 1mM Th - 72, 37°C, 305 MRIE S &,

ATPase |z & » T8 L 7z Pi (3 Taussky &6
HECREL 2.

RAI2FED I3 &M HEQ ; Prskmi &
LT~%Y > R84 T, IiE & buffy coat
ZHE, ZoO%MMIRIE 3 RAEEKTHE, 20

* AMITRXFREERE 5 —
* x AN KPR F AR AR IR A F

2k ok

WOm O REEK

Fi= buffy coat #Bgvs7=#%, 10mM T ris- HCI
(pPH7.4) TH#Mm 3, K% [ T 4 @EE (25,000
g Ik Tk L 7z, FE@ ;Higm#Ei & LCE
DTA #Hv», LEEEEERIC, i & buffy coat

&, 3513 MEHEE%, 2mM Tris-HCl(p
H7.4) T L, Bt 2 mM Tris-buffer {=0.02

mM EDTA %z 7-#C4 Bl (25,0002) L

7z2. # o 2 [ Teflon-Pestle k=24 ¥ —T
homogenize L 7z, 2 Fikld Brown L0k i3
EAERLTH D, HiEQ ; HEQTHBML 12
1210f5%& »0.1mM EDTA (pH8.0) %#/mz, 37°C
20478 incubate L 724£39,000Xg, 304-RELL
TR, HEE@ ; GMER & MiEDRANEE S A
5721, DMD #5042 x45% & LT, EDTA #
m#%, I i# & buffy coats # —EIEv>729%. K42 %

2202%45 L, —HixZnEx £ 2mM Tris- HCI

(pH7.4) TiHMm L, 2mM Tris-HCl+-0.02mM

EDTA B T % 4 Bk L, ¥iF4ic homogeni-
zation #4772 (Membrane A), M AIZF %
B 512 3 EERMER A vy, FDEEC buffy coats

ZBRva/z1%, Membrane A ¥ FEERICE M B L 8
WL ¥ ig % 4T - 72 %, homogenization [3{ThH 7%
-7z (Membrane B), #&® ; @ TR
L7zl %, —#Bi: —85°Cic, —&fix —10Cic 8  H
£#F L 725 ¢ ATPase #HlE L 7-.

& £
FEOQD~ ) YIRODBFEL(F ), HiEO
D EDTA i L, EDTA 2 A CTIE % %
# 3 & U homogenization # 1T - 72343 (% 2),
MgATPase, Nat+K* ATPase 7 iEfEds L or
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=1 HEONHR Control £33 HEQONHR

ATPase DMD =5y Control (n=s) ATPase DMD (=0 Control (=7

Mg 0.119+0.018 0.135%£0.021 Mg 0.105+0.022 0.1121+0.028
Mg+ Na+K 0.185+£0.052 0.197+0.031 Mg+Na+K 0.174+0.025 0.1671+0.036
Mg+Na+K-+ Mg+Na+K+
Ouabain 0.107£0.103 0.115+£0.018 Ouabain 0.125%5.0 0.1304+0.029
Quabain |z k Ouabainiz &

—39.8+ —41.1+ —28.4£5. —22.5+3.

2 45 (%) 39.8+12.2 41.1£8.3 2108 (%) 28.4+5.0 22.5+3.4

ATPase : g moles Pi/mg - protein/hr

ATPase : x moles Pi/mg - protein/hr

%2 HEQO#KRE R4 HHEOQOHE (%)
ATPase DMD (=5 Control (=5) DMD Membrane A Membrane B
Mg 0.125+0.012 0.127+£0.014 1 —31.1 —30.0
Mg+Na+K 0.213+0.024 0.215%+0.015 2 —26.6 —29.4
Mg+ Na+K+ 3 —46.0 —39.0
Ouabain 0.123+0.009 0.128+0.016 4 176 —93.9
QOuabainiz & 5 —38.5 —34.4
—41.7%6. —40.4+5.
34 (%) 41.7£6.6 40.4£5.9 6 —28.6 —43.4
ATPase : ¢ moles Pi/mg - protein/hr F#3+S.D. —31.4+9.8 | —33.5+7.3

7T 3T B G DMD xR EE T4
BENDER L -7z,
FiE®@Iz BTz, SDS-polyacrylamide gel

ERKkE) v — B3, Band 1, I B LU
VAGERIRMICTE BB nTwz, LarL, DM

D ExfBR & CIIERKE) /v — IS LR
Lhr otz ZOHEICEBIT 5D ATPase if1t
ST ToNL T3t 2 RIEEE i DMD &3
BELOBICEZZRBD TP ->72(F3). HFEDIZ
BMmEkE & CMHFRANEEZHIHLLLLOTD
% . Membrane A & B o T SDS-polyacrylamide
gel BAIKE) /7 — I BWTHL»LENDH -2
(Membrane A T Band > #As8mL Twv72).
Membrane A (HMERIEA)E B & iz Nat+K*
ATPase T34 e TE2RIBICHENE
32 o7z (FL).

FiE@DFERIZ, —15CICEHREL 254,
ATPase O 7 734 o x¥ % #If#IE, —85C
WRFLASBAICHRTEHELIETLTWwWZ, L
L, WTFRORFIZEWTL DMD & & o
MlicHENZERD -7z (R5).

3 Results : 9% inhibition of Na+K ATPase by 0.1 mM
Ouabain

x5 BoRFREOMEX

—85°C 8 » A —-100C 8 » A
DMD Control DMD Control
—43.4 —31.9 -17.2 | —-17.1
—32.8 —47.3 —14.2 —20.1
—37.1 T—41.2 — 5.9 - 8.0
—47.8 —38.1 —24.8 - 0.5
—47.6 —43.2 — 3.0 —19.4

Fy—41.7 | —40.4 —13.2 —13.0

¥ 9% inhibition of Na+K ATPase by 0.1 mM Ouabain

£ =
DMD #mEkiE Na+K ATPase icowTii,
BHEET, 1) 7754 ik » CiEBE»¥HMT
BVD . 2) TS U & BINEIEAEN DY,
3) Na+K ATPase BIEDIGEHEAENDED L
5 3MHMPBOREIREIN TS, EHD Bro-
wn & OEEC B Nat+K* ATPase K&
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o Nat BL UK BE»—KBICHWSNT
LIBETIL» 28 2CTRIEEITo TS
HyEEHINY, Zok—BBICHYSRTW
% Na* & K* DBEORIERT L, 37°CoO Kb
B TLREDOHEEVG L ENTWEI N 125
T, HRDRE - 2HERIEES T B EREIL,
RSt & D b, ATPase fil5EicE S £ Tn
HRMERBRA B D HER RV EBEFICB W T—K
LTwiwnZ sithrrbmngy, Mk, =
NHEZBRTZEHNT, BEORMEREFARIC B
WTRINESZ EELNEZ WL DD EBGERHE
22w, MBoFKEZEL <2, 251 ATP
ase flEEMH L —EIC L TRITL 7227, Na+K A
TPase iEMEEKICD, 7754 YT 2RIED
HEBENEFZED LD -2, ZNLDERL2 LD
MD FimxkiEo> Na+K ATPase 3 kU7 734
PATXY B RISHICIE, TRRE DT
W L HEEE I 5, DMD #inEkiEo Na+K AT
Pase 77,54 i3t 2 Kt £¥ i1 DMD o
MEDHDIEFTICE > THERINDIDOTIE D
EDBERPHDZDY, ZNHFTHEIZELTYL, Fh
BEORFEIZEZ2LDOTIR LW EREbNS.

X [
1) Brown H.D.,Chattopadhyay S.K.,Patel A.B.:
Erythrocyte abnormality in human myopa-

thy. Science, 157 : 1577, 1967.
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6)

7)

8)

Peter J.B., Worsfold M, Pearson C.M. : Ery-
throcyte ghost ATPase in Duchenne dystro-
phy. J. Lab. Clin. Med., 74 : 103, 1969,
Mawatari S., Schonberg M., Olarte M.: Bio-
chemical abnormalities of erythrocyte mem-
branes in Duchenne muscular dystrophy:
Adenosine triphosphatase and adenyl cyclase.
Arch. Neurol., 33 : 489, 1976,

Siddiqui P.Q.R.,Pennington R.]J.T.: Effect of
ouabain upon erythrocyte membrane adeno-
sine triphosphatase in Duchenne muscular
dystrophy. J. Neurol. Sci., 34 : 365, 1977.
Niebroj-Dobosz I.: Erythrocyte ghosts (Na+
K) ATPase activity in Duchenne’s dystrophy
and myotonia. J. Neurol., 214 : 61, 1976.
Souwein G.,Bernard J.C., Lasne Y, et al. :
The sodium pump of erythrocytes from pa-
tients with Duchenne muscular dystrophy. J.
Neurol., 217 :287, 1978.

Klassen G.A., Blostein R. : Adenosine triphos-
phatase and myopathy. Science., 163 : 492,
1969.

Hodson A.,Pleasure D. : Erythrocyte cati-
on-activated adenosine triphosphatase in
Duchenne muscular dystrophy. J. Neurol.

Sci., 32: 361, .1977.



37) Duchenne #f;> Z v a7 4 —RED

ARIMERIEIZ DT
WOom
WRBIE W b B K fhak W OM
% B 5 # Tyler, RH.
B : 9] 1z, 3mM Tris-ATP, 3 mM MgCl;, 80mM

Ao 74 —EORRIIRIZEL S TlE%
V. ZZ T3, #hEE (BEER), B, HIRSR,
Bl EORER LIS, IEREREOELED, T
HBDALZ LT EHNMBICL I REDHLND &
T HHASEHINTE T,

TDUMITH - T, BREL 2B TH B RMER
RDERIL, RBEPEHILEOREOEEICH
EE2H525Z X% 57255, LA L Duchenne
BHoAI0 74 —EITDOWTAD L, BREIE
DOLNZETHHEDL VD, FLHORKDL 2
v,

Z DIz, FAIBPEEEICTIEHEY Foskt
P—E OB 2 L %55, Duchenne B jj &
A ta7 4 —EDHRMIRKED EFEDFEICKE 2
mz 7.

sl %
M 1 mlE~o2) > tube I2EAL, MiFMHEL
ICHNBKFG 2BV 22RNERD G %, M AEKT
P L, Rv>20mM histidine-imidazole - Tris

buffer (pH7.2) %Mz, #mM w72, 2LT%

DRKH—IR T, freezing-thawing HiEfEE1T-
7z,

Acetylcholine esterase #%M%i3 Ellman #: ¢,
aldolase i3 Lehninger ¢, Ca-ATPase i%

* RIEAPRREERL 5 —
* % REKRFESFREH AR
* ok x 15 KERR

NaCl, 15mM KCl, 0.1mM CaCl;, 20mM histi-
dine-imidazole-Tris buffer (pH7.2) =¥l %
mz-C, 1.0ml& L, 37°C, 1 BREIR G & & CHEpE
3 % p; & Fiske gi vk 7z,

F 7z ouabain H#%4fEi2 13, nonfrozen, frozen
NiEmEAE %, 0.2mM EDTA #% & tr20mM histi-
dine-imidazole-Tris buffer (pH.7.2) T#fsl,
Hb ot il 2 7z K&, ¥i21.25mM MgCle,
40mM NaCl, 0.25mM EDTA, 20mM Tris-gly-
cylglycine buffer (pH7.4) T¥kic L 728 % H
Wiz, £ L TZ%DRI3 kS buffer (2 2.0 mM
ATP,50muCi( 3 X10-°M) H3 ouabain, (0-104)
M ouabain #fnz T, 1.0ml & L, 37°C 304
G 38 TP & #A L 2T ST 2 B fkscintil-
lation counter &7z,

VeI, MRIE & 250008, 2053 DEIEDIRIEIC &

-7z,

b &S

) #512 & L T ouabain DIESREN IS

H3 ouabain # AT, MK DB IR LE
9% X &N % ouabain DA EEE BIEL 72,

104y, 204y, 304y &£37°C T incubate ¢ 3 &,
I DL D2l (o—0o) ZIWTHEKALL.
% DB G R OB EHE M 2 —Eic U TR iE
Y #FF72 7% v ouabain # 10 M O EEEICED D &,
FEET DHAHENE (e—e ) 1310~20% 2 M=
T3, Z20miE, KIEHEH ) ATP # v 723880
HWEICITIZSH L v,
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x10%cpm
x2 k- +10™*M
Quabain
X1
10 20 30

————min

| Binding activity of “*C-ouabain on red
blood cell membrane

2) #BEE L TOBBENE

Pz B AEATER & & HLT v 5 acetylcholine este-
rase, aldolase, Ca-ATPase ¢ 3 B£%EY » & &
DL B ER > T B2 ERETL TAL,

BRSBTS 72 ki), % oikiE #buf-
fer I BB 3R OER I B2 EiEQ2), BIZZD
hiE 2 BB SR LEB 2 EiEQ) L £k
4 &, ARXRFNcHFT T, BHEDGH A5 &,

acetylcholine esteraseii(4), kv>»T(1)iz, aldo-

lase {3(1), KW T@2)iz, Ca-ATPase|Z(4)ICiEHE
EY, 3BRZITNThWRERogHERE AL
(1)

% | Distribution of membrane enzymes (%)

Acetylcholine Aldolase Ca-ATPase
esterase

(1) hemolysate 26 - 30 5 - 66 10
supernatant

(2)1st washing 9 - 10 17 - 26 0
fluid

(3)2nd washing 0 3 0
fluid

(PPt S - 58 15 65~ 81 -

L T4 DK, 3@ freezing-thawing D i4E
#9102 T3, acetylcholine esterase o total ?if
M & SAIRICIE R E LB B LN Lhr o7z,
% 7> aldolase T3 total miGEMEEICZE LIz e Hh -
7245, AAmigETiRE@ LIS, £2R)& N0
BT RF L8R (ELI0%LT) A bh
7z, ;

—7, Ca-ATPase i3 freezing-thawingi{z k
- TiEMEEIZA106%Ic ER L, £ L C@)mEic £
Lz,

3) Duchenne BlEF< X + O 7 1 —fEDouabain

DIEEHE

—ER OB EME £ I K E D ouabain #
HAhHY, FOREDBEEMN 2772 % vouabain
PRIGRICEICHEMT A LI L » THEET 52,
ZORPBEERDIZLZH, ZNHRIFIOTTMT
Hotz, ZLTCZOMEICITBRE - EFRRTERIZ
BdHohhr -7z, L»LACHLETRETS
E, BRoOJFBC, HRICET 2 RDBEIFHE
L, #amsic b Ebr i@ b niz(X2, L),

—%, freezing-thawing # L 7zi&f¥HI DT
L FERoREF 2 RA D, HRICET 2 RDRE
ITRIR - EREcHhicHEL, #HoliRTdIikic
2l HEBD SNz, £ L CZ D SRFERBZTDOW
Ty EEEORFY SN (K2, TE).

4) Duchenne Bl R b 07 « —fE L BREESE

Acetylcholine esterase & aldolase i3, iG{EiE
(total) IricomAigls, BRXE¥FREOMT
EZRIGPBPDH LN -7,

—74, Ca-ATPase ¢iF, #MmRAE, £ ki,
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X 103 cpm 5 days after

2 1

1 0.5
u
c
8 l(,)"’ 3x16‘7 107 3115-8 140“ ¢
£
<

Xx—x Duchenne
jw) X
c o—seo Normal
5 x
C
m 2 et
'\ Frozen | Material
X
1 1

1 1

—— Quabain Conc.\ ™)

2 Binding patterns of ouabain on red blood cell membrane
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& ZDRiE, i EE+REICOWT, 2 F
NOBEWEE RS 225, HFlHFE £ oihikdt,
Duchenne #! & Z D # #iA& <, L+ LB NG
(& ¢, Duchenne B o» & 5%, & &0k & D (vl
Rl (R2).

%2 Total and membrane ATPase activities

Total and Membrane ATPase Activities

ppt sup + ppt
1. Normal 48 560 60 480 580

No. age total sup

2. FSH 16 40 20 480 580
3. Duchenne 5 380 20 280 320
&, (Mother) 25 340 30 280 360
5. Duchenne 13 380 20 280 320
4 O0geo

z £

fEn(Na+K)ATPase (3 ATP Hx & )L X —
ZHEL DD, Nat L Kt Dk %475 T 5, 2% D)
ZDEE, ABEEREA T PLICA D L, 3 Nasps
BREEEYIC ARE) LU CTBESK (carrier) AR % Y > L
S, RATKH»BRY Bt T(E3),ZnY
b, BLY) > ERbic i) carrier BEK D 3k
HENEILZFHEL T, Na t KDEERHF T 5 L
DEBFEEINTWEY, ZHORATP srdgi» L K
WHEABE, Nar KRt U< ATP ol
BHHEL 258N 5729, (Na+K)ATPase LIRS
ntw3,

—xic, RTIZZ DRSS b - B 2 DB
Ik »T, ATP>ADP+PORIGIZ#E - T3,
LA LY v EL & L7z = o carrier ALY, oua-
bain X #5A4 T2 &, TORTRIBPBEEI N
HELD, TN OWEHEZFBL TINRDA
TPase {HiEds kbS5, 2% ) Na/KnigE
ZEALICITIS L CZ8h$ 3 G {E o ) 5, ouabain
THESI N ESH (Na+K) ATPase it
LAHLZENTWS.

L 724%- T, ouabain :jE~ binding &, *
72D &, (Na+K)ATPase o&h 240 5 %%

E + AcP(or Carbamyl-P)

Nat l Kt
E+ATP —2 »'g-p"— ¥ . [ pi
kg LY
Dig
Dig-E-P

)
Schwartz et al.:

3 Cardiac glycoside enzyme complex

TER IR B,

WERMIK THAREZ KD B &, hot o ouab-
ain 7% cold ¢ ouabain TAR % H 112 8, 2Hizy
i ATP 2 RIER» oA+ s s tRET R
IZIZITEIL W28, ZORIIWHTAL L, FOH
G, FZe & DBRERDT100 612 i W E TR E %
RYERAMY L3R - Twb, DF ) FRMEREIR
BELLTREZCHRLND LDOD, 2 TIRIER
BJIZ non specific % binding 7% {, = »EnE
BICHL T3 L n iz Enin, #hsiFics
RROLNIEAICH L COEBELEBEIERI L
S5LDEFEZ Iz,

Duchenne B35 2 2 | v 7 4 —fE THRD 72 bk
i3, hot mouabainZ FH#R$ 21233 % cold oua-
bain ¥/ & (ouabain ¢) binding > Km 1)
12107"M T, Zood, BREEFRTERIIES,
-7z,

LaL, B2k ETEE, BRTIE, #&adh
#azfe L, BoKm{Ed wmL 72,
thawing # M2 72 T3 2 ZDRFERKETY,
E#HRITBR L RRICHEAHRLSZL, B>Km
LMLz, Lzd > TINSDEEDLAD
&, BEOFRMBKFIZES B EZZITRT K
BICHDInEEZS,

KICTEBER 248880 L 25T TH 2 2%, SHEIC
fEfET % & E 15 acetylcholine esterase, /3
ICFFHET % & E 15 aldolase T, B~ I
THEBERHICZLnZEREI» B LY, HHEHE
(total) 4 HHE~DEWENFEETL, BRL

freezing-
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EFEROBICEREIBO SN L o2, TDHA
freezing-thawing #17- T Z 72D BEFH R
Lirz,

LA L, Ca-ATPase ifitEix, HMmwHARE zn
iE T, EEBFPFSH &2 2 b a7 4 —ECH
B) EVEWEEZRLZ, 2L CE0 RFE+ILE
DIEEEL>ERREGNEL Fil > Tv 5 5 TEH
ELREELERICL 2.

BOLFAIE OB L I3 RL D, FRmEkiEo Ca-
ATPase o iEMfEAY, Duchenne B ¢ <, &
R A o7 4 —HETENESR & 52 EHTRE
nTw3®, Rz Zh % KiEHEED Ca D
TBMEICHRRICES T IHEEEAL CWE
BEWEEZTwDED, BT ZOBBIEIEHAPTH
5.

i E

1) EFROKIMIKIESD ouabain ¢ binding o)
Km {3 107" T& - 7z#%, Duchenne BIFIA ¢
FIIREDEI RS NIz,

2) L»L, 42C TRELL-ERRTIX, BE
o Kmpstgml, B o#¥atfic L&A LN
7z,

3) BEoNEIcHFAET % acetylcholine ester-
ase rWIGICTFAET % aldolase i3, £iEHMETY,
BenBiittEo s T, EEREBREOETE
RiZEDHLN -7z,

4 ) freezing-thawing »IRfECIETEIC_ LA A
& 7z Ca-ATPase i tEftilx, FmREE Z 0
WETEEBFRLFSH By boe7 40— (U
R) ED{EEERLZ, 2L CEDRE+ILE

DEMEIFLRANEL ) Bl - T 38 TH
LR EBEERLL.

5) 1—4 D#E» S, Duchenne I 2 b &
7 4 —IEIC A L N A FRMERE R X, FLEL T
ThH, THIEBHRMEL LD, 5DV 2 RI9EE
izl o TWBLDEFZ 2,

X [

1) HHZE], EhRRK, ffx KEFE, FFETH :
HRMmERE Ca-ATPase Mo 2 b v 7 4
—iE, FEEEAMRE S

2) Van Winkle, W. B., Allen, ]J. C. and Schwartz,
A. : The nature of the transport ATPase-
digitalis complex, rapid binding studies and
effects of ligands on the formation and stabi-
lity of magnesium plus phosphate-induced
glycoside-enzyme complex. Arch. Biochem.
Biophys., 151 : 85, 1972.

3) Steck, T.L.: The organization of proteins in
the human red blood cell membrane. J. Cell
Biology, 62: 1, 1974.

4) Schwartz, A., Lindenmayer, G. E., Allen, J.C.
and McCans, J. L. : The nature of the cardiac
glycoside enzyme complex, mechanism and
kinetics of binding and dissociation using a
high activity heart. Ann. New York Acad.
Sci., 242 :577, 1974,

5) Luthra, M. G., Stern, L.Z. and Kim, H.D. :

(Ca+Mg) ATPase of red cells in Duchenne
and myotonic dystrophy, effect of soluble
cytoplasmic activator. Neurology, 29 : 835,
1979.
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38) Duchenne B2 2 b 0 7 4 —5E 4 Bk IG
TEFNna) v X5 I7—FiFEEICOWT

DIRF

*

wrzeth 1E FHE X B
T C &I

Duchenne #5322 F w7 4 —5ie (DMD) o
MERIZDOWTIX, ELDEFEOHEHGH B, Li
L, £ "T8E, ORBESRLIZH S0 T, B
2, TNLDOWMEICHTERBL D% L e,

ZZT, Fxix, AMIREETICBET 22 &
WERLPICINTEY, D, $FiC e FRMmERIc
BWIEErGwWTFra)ron A5 5 —%
(AchE) 2T, BB DOWTHREL %2,

MR E HE

MNRIFZEFBTFTIZITER—F4S., £81, 2t
I~ DMD B#&ix 540, ™EE L TER1 Tl kg
WRIEEBE, B2 CTRAEIZEAZBEL6F
&N AR ETE7.

BEERIZCBWT, DMDAEZB I UNEBLYE
— HDIZUTE—RZNC IR L, R ICRIKD LT
o DR

IR IZ, EDTA (5B 1)z~ %) > (E
BR2) 2HEEMNE L TRV, MRS E
HIZKPICEB &, SRR (5B ) Xt 2 gRi(sk
B2) LV MBEREMBLA, EB1 TIE, Br-
own 5V OFHIT & ) BHER £ 13, B EIME ST 2 mg
/ml &0 2 X5 ICHRL, BlcERg00.1M ) >
iRt (pH7.4) XUz % iz 2 % Triton-X100
ZEUCLDALIRL, BRELBES 1 mg/ml &
ZhkolcLz, EB2 TR, RmEkEEakT

* AMKFESFRINFREAR
* x AMITRAFRRBERL S —

FELT

*

*
#OE BR ® OB R A&

2[mEk-721%, 0.1M ) > EE#RE I (pH7.4) T
1 EEEyy, FEBHRICEZRESY, ~E7ab>
®AH4.0g/dl 4Bk ML ZhE, FF
ATAR T hTHEMLS S,

AchE #E1£13131F Ellman & 22> CHEIEL 72,
TZebb, RISHMEIE, 0.25mM DTNB %34
©0.1M ) >R (pH7.4) 3mlic, 40mM
acetylthiocholine iodide #50ul, Hi2204] M
Fan i3 10ul DFEMIB2RMRE Mz 2L H &
L7z, BEIZIEL T, 5% WL 354 ?240mM
NaF #fnz 72 (% B, 35ul »7kXi2240mM NaCl
2R TOHBERBENEIZED SN h - 72),
412nm {2 B1F 5 BOCE 2L % i24%5t (Beckman-
Toshiba U~125M) -2 % ; 4y k36t ( B A7.200-
20) THELZ., LR — N F— DRI IEEE
il (Lauda K2RD) 2k n—E& L7,

BiERnEARIZ Lowry 3, RIMBKFEHED
“~E 71 b i3 cyanmethemoglobin iz & V) ]
EL 7,

EEb=— AN X -3 L NaF iz & 2 Bl
#lo> Hill s TaeoRUc - T 757 L Dk
»iz, _

InK= —RE—T+a

ZZTCKIIRBEK Riz&GkEs, T 1360t

BE, aldE#H, ERiEM bz siAXx—Th 2.
logV/Vo—V=logKo.s—nlog( I)

Zz2, V, Voii&~ NaF #1, IEFEHETOK
G, Kosiz V/Vo—V 50 & 7% 2850 NaF i
B, @ix NaF 25, ni3Hill 2% Th 5.
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# S
25°C 2 B+ % AchE #EiEic DT, Triton—X
100B A UIIEEAR DBHRESR, v iF iR mER 3
NITBWTYH DMD L3 BBRIKDOBICHEEX %258
Dhuhrotz (F1), 25—43°C Ic BT 3 EHIL
ANX— (¥¥+SD) iz, DMD 72.4040.27Ca
1/mol, XEET2.2240.11Cal/mol T Y, Mg
FICHEBEZZRBDLh - 72,
xRk AchE&F#: (25°C)

DMD xt W

EB1 (FAER)

F% 5 6

E W 14.0+5.1 12.7+5.7

i (U/mg &8)

Triton-X 1004 L 1.964+0.18 2.08+0.17

&N 1.944+0.19 2.12+0.17

FEB 2 (FEMRMER)

Bi%x 5 6

Fhp 9.4+1.9 10.8+0.3

wE (U/gHb) 30.2+2.5 30.5+1.6

25°C it BT, NaF #E & AchE it %

245 &, DMDMEEBEXICEBWT, SERD
Mgz s g, Hillfg#z 1 TH-72. Kosiz
DWTL, BIER L BEM I RMERTIZIRZL D,
Ho sk e v, Triton—X100 &A% L D) Bz
7z (F2). L2L, wFhoasicy DMD &3¢
BOMICHEEZIIZRD L - 12,

%2 MK AchEEic 443 NaF o

DMD X B
EE1
Hill {%#%
Triton-X100%L 1.01+0.04 1.004+0.03
" HY  1.00£0.04 0.99+0.04
Kos (mM)
Triton-X100%L  0.974£0.03 0.96+0.02
" »%  0.91£0.02 0.91£0.02
EER 2
Hill {23 0.96+0.03 0.97+0.04
Kos (mM) 0.67+0.04 0.67+0.03°

%z E

Goedde %2 (3, DMD #FHmEkCiz7 v Hh ¥
oIMHIFNIC x4 5 AchE EHEORIGREREH»BE T
HbEHREL T3, —F, FRMmER AchEigHE o
7w FIC L HIMENC T 5 Hill (283 & HhdHT 8
BICIEDOREZRMT 209, 22T, Fri
NaF i 226 & ¢, Zhicxd$ 2 AchE iF#:
nZEfbE: Hill 702 o P 247% > TREFLZ. £
%, DMD xR AEtkic Hill {f8uz1cthHn,
WK T X T) v 72 RE I N H -
7z, 72770, Kos I3RS & iFMmARImER, X, §%
2R T Triton—X100DFEICE D B> 72, 2
DT XL, MELABEOMEDT v FRIZ L B Ac-
hE [SHMHIORENZEEZ R L )22 2 2RTH D
EFEzbns,

feR o> DMD Frinskic B3 2 8f5E Tld, B
FicAZEHLZLNL L v, Ll K
ANENRoOFRMEKIZBEZDETRL > Tndb, B
I B R ERE ORI O I K E S HE %
L726F ZEDRMEEINTVE, DT EHF
$&3k o> DMD SR MEkiIc >V TOMBDFFENER
ELFE2Z N5 T, AL, (U £4
—EIRLBREH, 288 ENEY S E—
HZIZTE—RERciRm L, QL & 572K
FEBHCAFEL, RFICEBEREEREZ1TX VW,
Bz, WEEMKZT T (M S 72 R mERIC D
WTLRRETL 72,

—7, BEROEE{L=ALX—, vz AchE
WD 7w FIC X 20803 2 Hill (R
REX L CRBT 2 LENTWE, LarL, Fx
3, TN 5icDOW T DMD rxBoRIcHE 2 B
HWLB%r -7, 2oz kix, 'DMD #imekiEon
AchE Z 3o, Bz ZDENEBEICEL WA
I WZ LR RTLNEEZLNS,

& B
DMD % 3 L UTtE, E—ES0itiEsr s,
FIRFICERM L, [RRRIC BEAE 5 33 i MR fEk %
2L, AchE M ElE£1T% >72. DMD X iihd
D25 —43°C It BT BIEET AL X —, Wi
25°C Iz 1T % NaF (c & 2 iEMEimd) (Hill 7%,
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50%iEICE T 5 NaF &) Ic oW TEZEHL
oz, TR, DMD #RimskiEo AchE 3
T U ZNDFENIRBICEHLZRBEII LW L 2RT
LntBbhs,

X B
1) Brown, H.D., Chattopadhyay, S. K. & Patel,
A. B. : Erythrocyte abnormality in human
myopathy. Science, 157 : 1577, 1967.
2) Ellman, G. L., Courtney, K. D., Anders, V., et
al. : A new rapid colorimetric determinationof

acetylcholinesterase activity. Biochem. Pha-
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3)

4)

rmacol. 7 88, 1961.

Goedde, H. W., Benkmann, H. G., Das, P. K,
et al. : Activity of creatine kinase isoenzyme
MB in serum and red cell acetylcholinester-
ase variants in patients with Duchenne mus-
cular dystrophy. Klin.Wochenschr., 55 : 215,
1977.

Igisu, H., Mawatari, S. & Kuroiwa, Y. :
Erythrocyte ATP in Duchenne dystrophy:
Effects of ouabain and propranolol. Neuro-

logy (Minneap), 29 : 992, 1979.



39) T X a7 4 —iEDMEIED Y LERI S
IT FFRMmERTEBORREEL R U AN 7 LD EE

: *
W H I OF

HRwmhE EH &

£z Duchenne B2 b v7 4 —EREZD
FRMMIRFZREDS, EHEBED LD L T 572 EH v
ZEE, TTICHEL . .

WT, BT R Fa7 4 —EBREORMERTZIEIC
B 252D MoLIZ, FOBEN S Hec-
hinocyte £, =v>|3 stomatocyte B2 L €
WBHEN) LD, FREEELNEITHLN
T, BEVLWALATHE, ZTHENHLHIH M
HROMBS % F~<5 &, RMFH, #HIMEKEENE
IR 2 BIEFERHRL ), FRmERFEEN
TOMBTFELRZT->TwE, ThHENZELEY
BEORMERIZ, ZoRBEM, BIbAEREIES
OB L > THEER2E L 5L, [MrIEE
BEDFRMIRE 3B 2 HEPHFD &S ICHB S 1
5.

SEIRGEIR, BHEORMERITERIC SRR
HDRELZT Buehr &%, HKOERTEICE
BLT, MEENOZNE HEL A5 F~72, A
HIRIMER & 13108 3¢ 5 R EHEWE 2 MRV, #
DRIEHEB P THRMIRDE D & S I2ZLT 35,

6 BHICZE - T, ZRRayE b2 2xRE T M
BETHEEL 2,

N
R ERIE, REMICERT 2 7L ST &
) > BRI LRk (Ca?t & Mgt % & 4risad P
BS ), @F%Wia%PBS O &132) 214
RAUL7Z, ZoMkizRIcrAT LI, Tras~iE
RS, 113.9mM 7 FdEL Ca DX L— k&

* B RBEENNEE 5y —

*

= % om o —

LT 7 BHrxAEgEnTws, pHIZ 6.0
TREEIX33/MmOsm TH 35, —F PBS (B |ziz
0.9mM 7 Ca?* &, pHI37.4, BE:EEIZ281
mOsm TH 23, ZHNHEDBEFERRIZFEHT 230
BHCERS L, #Z o #EE Advanced Osmometer,

Model 3W CEEREZHEL 72, Kz A + >
KE LV 7 2AFHRT2EEELZ2LNT, 2
EHOEBIIERT 2 HANCAT- 72,

£ Composition of Alsever’s solution and
phosphate buffer ed saline

Alsever's Solution Phosphate Buffered Saline
{pH6.0 331 mOsm/1) (pH7.4 281 mOsm/1)

mM mM
Sodium Citrate 27.2 Na,HPO,-12H,0  8.09

Citric Acid 2.62 KH2P04 1.47

Dextrose 113.9 NaCl 136.9

NaCl 7.9 KC1 2.68
CaCl, 0.90
MgC1,-6H,0 0.49

M#%l3 Duchenne o2 tv7 4 —EBE 7
Z, BIZR—EHDOEEBTFHRBET7L LN~
NoHRMLZ:, ROEZSEBODFNFNOEIRK
I24rdEl, 3 MEHEEIT- 72 (PBSOREAIT 4
ml). HRMERE BFBITELE (170X g, 105, 4
C) THEELZ:, Fotg~=F 7Y MEDY, 10
P H15%Ic % B L YRR, 4°ClcBEELE
BifEL 72,
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StRHMEA 3 24 BR RIS, 6 HIECE » TYERGL 72,
HRMERD BEEIZFHEICERL 2N EFLEET
MW L7z, 1% glutaraldehyde #H\vw, 4°C T
305 & 2 R AT - 72,

BEE I ER T 5 EHC 2R AT0% glutar-
aldehyde #{FH L CRAR L 72, BIE & L2 R 1ML
k%, Ion-Coater (Eiko IB- 3 ) TH#I/KALE %
47 72 plastic cover slip ? _kic o, FHEEK
THeHET%, 2, 2-dimethoxypropan,:kv> 100
9 Acetone T/ L 72. Acetone % Isoamyl
acetate |2 & #fef%, WAKREEV A CEIERL T, W
REEMESIT-> 72 (H3-HCP-2), Ion-coater
T Pt-Pd % coating L 7214 H3Z-S-430 £ &£ E T
MR EAWT, AEE R HEAL THE, Bk
HMEAT-72. T BERAKIZE0EE Lz, BEFH
g By o —8% BEY 5 EHAC, ¥
SAMEE T L, ERETFHBEG oKL IT-
72, —RES00E L EormEkZ % 2, JRMERE
#HZHElL, Bessis, M. et alV DG FFHEICHEN,
echinocyte I Ll |k, stomatocyte 1L FanZH2
ERETEE L.

i& £

FIIT AR SEREFICBEEENBEZRETNR
DFMmER A FEEL, 4 CICRAFLC, 6 BREICA
> TEEL L FRMERFBEDZEHELERT, B
HiFR L ER > stomatocyte B ~DZEFZ HRE 2 R
LTwwaa, BE (OH) LxtiE (AR,
Heie HA8RERIGIZ 10 DM %R L 7248, %
DFIINT—EMBEEZRL, WMERICEI»BOLNL
72, 6 HHICEBIT 5 stomatocyte o 3R
HIIIER ISR H20%1ICBE b 5 72,

3 72 E# T echinocyte Bl HIEFRL T
5, My bbb rkricBFEEBEORIZ, 20
HEE, REFOZELICZERBoH o -7, W
FHILz o MBRIIEFM & icErimL, 6 HH
THI0GBICBE Lo 72,

TV A SIS L 72 B & 3 IS PRImER
13, TORFEREEOHBE L TREEIE{LIcKE
LEFPRI G272,

2 i3 BE L EENTNTOFRMERE Ca?t

APPEARANCE OF STOMATOCYTE & ECHINOCYTE (%)

APPEARANCE OF STOMATOCYTE & ECHINOCYTE (%)
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100
o DMD(7)
A CONTROL(7)
— ECHINOCYTE
----  STOMATOCYTE
50 |

P g I:é;‘-‘- '-‘-?:::.:::%_—_—_—_—_-g

¢ KT

0 .
0 24 48 72 96 120
HOURS
| Erythrocyte in Alsever’s solution
(pH 6.0, 331 mOsm/lit.)
100
o DMD (7)
A CONTROL (7)
—— ECHINOCYTE
----- STOMATOCYTE

2 Erythrocyte in PBS (+)
(pH 7.4, 281 mOsm/lit.)



& Mg % &1 PBSHIC i 24, 4 °CIz{RHFL,
6 BRENCZH - 22 RMIRFEDEIFELERT., #F
MERD stomatocyte B on WAL, ML <—
> FPUTEFEFICAL L, BB DL 22,

—75 echinocyte R BB, Rz KWL,
MWEMICRE EEZE L2, Mgk, BRI S dtic
echinocyte BINZEREAEM L7z, BEDOHKM
KA, LY ELOBBEERELZRL, 6 HA
IZBWTHTOBICEL 72,

Z I e BB IIA5%IC B E e - 72,

Ca? & 2 PBSH) iz igils L2 B & xd
FEHRIMIKIZ, echinocyte B D4R A ZALIC 35
WCKE EERLZ,

Ca?tr Mg?*%&its PBS@ T % { o echin-
ocyte MAHMIH 2L, 3 LICEFAIZEIbIzB W
THREHEEMNBHEORBICKE L - U2 BRI,
CaAFdickd &AL, ROEBELIT- 2,

BE (34) oz, O Cat*x Mg?& &
T, @Ca?*xr Mg?*2g 2w, @Cazt na%k
BEL, TNTNDY > BERE A EKIC 3k 2
&, LENZEBRERFEHC, 4°Cic 6 HEEFEL,
6 HHIZ BT % echinocyte BI D HIRFT L BELL
2. ZoFER, PBSWv iz, Ca?* ' i &
v PBS iz N, #208% 3 % { o echinocy-
te AW ERL 72,

z =

—ICFRIMERN D ATP v ~Lahs, IEH 7 77
IREZRE, RlH discocyte BUZREOZ &Iz, BEL
BEEZFRL TN EDHMLNTWS,

F 7o RmERM ) ATP &4 § % & echino-
cyte BHCZERZ L, N % & stomatocyte #Y %
ETI2EREZ2Z LN TVWS,

B TRIND LIS, TR NEBRT, &
# L NREDFHRMIERIC, echinocyte B ZEHZ HY
B#EPEFIC DL o722 EiE, TILANERIC
T ETHENEINTW R, BRBREFEOK

mERiZ, ZoiEds T ATP EE, EE H»TRET,

BEHEMNBHERMIRD L (2%, 6 BEDREPIE
HRERDZ EXTELREEZLND, 1B
EXREDRMERRFEETZBBIICE VD L

Ledr - 722 &1, Igisu, H. et al®¢ Duchenne %Y
P A ba7 4 —fEDBREFRMERD ATP 5 4,
HWHEENBIIEFENDZNEEL LW, LOREE
—RTrrFEZ LN,

—7 Ca?*r Mgt % & PBSHH o B# & &t
B8 DR MLERIEZ B D #ErF 2L, 2TREAND
& 74z, Wk echinocyte B H7RE R & iz Hhn
L7eh, Zomsic ks 2% E kL7,

B e N RE O RMERFZ IS,
PECHBELZZ &3, FORWIC Ca »7EET
% r echinocyte RIC % 3 L —fZICRED ST W
32 Ehb, Ca?*higEng PBSHH T, #Him
R ATP & N3 Ldtic, Ca nFEfd
L7dbneEZ o653, o2 nFZ I 3BERM
KEHWT, PBSHE Ca*%# &£ %\ PBSH T
o echinocyte M BN RS 5 LHIFEN S,

IR RMERIC T, BRI B 7R mER
I2% { o echinocyte BIHTHIEL 2= &3, Gr-
assi, E.et al¥?#EH & —3% L, #F 0B KT R MmMER
Rz Ca?* AL, EHINEr-122FZ2 bh
%, ZHIZIEEHOFMERIC 2B~ Myotonic Dy-
strophy BEnRMmEkAIC, Ca 2k D < EHfk
XD L Plishker,G. A.et alY D #EHE + —3K
9§ %, ¥/ Duchenne® B A bu7 4 —fED
—#o NI Ca »*E#HL T3 &9 Bo-
densteiner, J. B.et al¥ i ¢ FA T 2 HH &
EZ bbb,

echinocyte %Y

F & ®

BEORMIRIIAMIRBERGOHE LT B
Z X h o 7, '

TR SNERP T, BHEOFRMERIINSBED D
DERBRICIEBHERZROZ D TE 2, EIFGY
ISR L 2 RIMERD T REE 0 BRI % < 3
B L D o T

Caz*# &4 PBSH T, BEHHRIMIRD E ik
Bz REZ3 {2, %< o echinocyte &4 1, Xt
BENDLDERELFRRLI,

SR DSIMBEEEG 2T SRR EZ, HE
LFEFEEACCHANTITFETH S, 2o
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ZERBEFEOMBIBEOEHERHT 2V EDNF
)b EEILND.

BEOMBERM.T & - 72, ELHFERESEE
RS mRE=EE, EENRBEOMMEEIRMT
o7, HELTFERERY: &FTFuE IR
5.

X "R
1) Bessis, M., Weed, R. L. & Leblond, P. F. : Red
Cell Shape. Springer-Verlag, New York,
Heidelberg (1973).
2) Igisu, H., Mawatari, S. & Kuroiwa, Y. :
Erythrocyte ATP in Duchenne Dystrophy :
Effects of Ouabain and Propranolol. Neuro-

logy, 29 :992, 1979,
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3) Grassi, E., Lucci, B., Marchini, C., Ottonello,

4)

5)

S., Parma, M., Reggiani, R.,Rossi, G.L. &
Tagliavini, J. : Deformed Erythrocytes in
Muscular Dystrophies. Neurology, 28 : 842,
1978,

Plishker, G. A., Gitelman, H.J. & Appel, S.
H. : Myotonic Muscular Dystrophy : Altered
Calcium Transport in Erythrocytes. Scien-
ce, 200 : 323, 1978.

Bodensteiner, J. B. & Engel, A. G. : Intracel-
lular Calcium Accumulation in Duchenne
Dystrophy and other Myopathies : A Study of
567,000 Muscle Fibers in 114 Biopsies. Neur-
ology, 28 : 439, 1978.



40) HEERMES A b v 7 4 —REIC BT % HRIMEREK
Lipid vesicles o) 2 3%

O BEAAED

WEhhE B ¥ & W

] #9

BERSEME Y 2 P v 7 4 —fE(LLT MMD & rg§)
2BV 5, ROBRKEEZER DY AL BEH
FTEEN, 25, BEFRE BT, Wikt
DA E S N, T b0z, MMD 27,
MDA LT, £ticdBLEREEL AT
3LV REEXFLTE, LrL, LEE
ILZ2EBETIERENRELL, HBTHTHY,
ZFOXRELHALPIZI N T, £2C, EE
5Hix, MMD o mERIERE», EEA, H 5w
i3, BlEEowWFnIcERYT 2202552 BT,
F R LOEBEICETAERET L 12D T
WET 5,

vl *

MMD 5l (6%1) XEHE (6 61) » &R
iz & ) RMER %13 C, Dodge &5k CikifiER
g (a—x ) 2ERLE £§7—2Z FH5,Fo-
Ich & D FECIREEHB L, R, (KER2

* FB R PETRAHEARR
* * Duke University Medical Center, U.S.A.

* %k
Allen D. Roses

HAwtax~<7 L), XU, Band 5 &H # i
L7z, EECEEZERL CTERLZY K —
Lz, A7 Y>> -Band 5 EHZEAL, #
WP AFETEFFETICBITE2F Y700
ERAEEREL /2.

% 2

AN TLADHFETTIE, 7P Y7208 A
HBAFEL RT3 EELRWE L2, MMD 4
EXBENZEBNT, AN TAICEDZF YL
DRV IAAKETEZREST 2 &, RiHICBWT, 1
mg Y ATRESH2Y, 4148+1195¢. p.m., #HHICH
WT, 6449+877c.p.m. ¢ FELE (p<0.005)
ZRESHL, KRXEREATL » 7287, MMD fih 5
FZEEEZAC RSB e BRI L,

& B
LEEDRFIZ, MMD 5 o) 7R i BR A5 AR 21 5 1=
LA LPDRENEET DR ZTREL T3,
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41)

TR
WrEwIE 5l

i

HEITH S A F o7 4 —iE (PMD) % systemic
membrane disease & L T & & 2 B3H 5H—i
DR EAT - TRV, REHRERC A7 4
—% (Dy #8) 37, EEMNEHE2 T2V, @
FHoMICH EkMEEZT o Concanavalin A
(Con AYHABDEIBOLNDZEZHE L 72h5Y
SEIIESNROKEHTEE LIS, A4 - K2
EE®IC match 28, EB LR ZMI 72, $72
] $E# Con A 2 HWTHAERZT- 2.

MEt e miE

Dy # 8 1, IEHXIRIEI0FI Z H v, Bkis 1,
2, 4y AR ATHRLL, RIMERE 55, KEE
AR ALK (PBS, pH7.2) i2C 3 mvkHkL,
KRDEE#IT- 7z, (1) Con Az k 2 R EREEHLIE
D HIE, (2)125]1 423 Con A DEAEER, (3) "k
TCREBATEAIZ 31T % ferritin 23 Con A (Fer-
Con A) #HEnTEHHIBILE,

(i) Con Az X 2BEFM :

PBS iz &Y Con A DfEEMRRII2~<4 71
Z'r—F EICERL, ZHICHERDOERFLERD
FiER (1 vol %6) 22 TIREL, BEALZDL
37°C, 605G L, MEEELHEL L. HE
12 (=), (+), (), (H#) MR THERL, H
SMOREELFIE Zop R EMZ 2. (H)%
YA Con A B CHEEBEZRBLL 2.

(i) "14E# Con AlIC Lk 2 F5EEER ©

*ERILATRBEAPREAIRE
* kREAFEFREGEY
* & ok ZAAKFEF IR

#r

R %
i x

A ba7 4 —BHEmMEREDO L 7F A

*

0

7%

* —
7G
* % *

E =

C =
* * %k
¥ i

ConA#7uZ3:>THEYCED ™I TEHEL
7z, Kawaguchi 5° I L DA ER %
1T- 72. 0.25% ? bovine serum albumin % &3
PBS (PBS-BSA, 10mM) #{E&IL, % ¢0.25n¢
HIZ1X10E DR M Ek & 3~100pmol > 1251 2 &%
Con A #MMz, 4°C604r It & 72N H PBS-BS
Al THeHEL, #4 L 721251 2 Alloka auto well
system |2 CHIZEL 7=

(i) ZRITBEIERIZE TS Fer-Con ADFES:

Con A @ ferritin #2313 Irimura 5 7 4 #:ic
f€- 7z, BEME L 7-77 1k % Fer-Con A &37°C30%3
MRE&eznt, PBS Cikig L, HE7 PBS
ICTCFBREER L. Z0FERZEEBEKkNE
HICHETI2E, TO—5IHBETIC X VEBRL,
ARIMBRIRIIRERAIC L VRS W COKERICET
A XREZEI -7y FRIZINSDOFRIN
IRIE Z 45V, ZREAKTHiE L7cnb, EBEHET
BEL

& R
(i) ConAlzt nEERM
15 ARU4 v ADBEEIZ BT 27 Eke> Con
ABEEELSR | IRY. SEEER 2 n 7
41—, NBOWMBEBTELOEL YA S %R
TAY, @RE LTI LI R 28 EEE 2R
Lz, PRIECTHRRT D&, A4 1+ Ao Dy 8
T3 27'mg/wl, [F U B4 OXEIE Tt 2 2 mg/nd
THY, BREFS BLUTTHEENERRLE. £
A4 s QBICBTCLWEFENEBRETH Y,
A4 1y AoBS I LA—BEZIcZ0E
WHARESH LN, HS2 4 BioBiT 2 Con Atk
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Scores of —, =+,

Titration of agglutinability with Con A
+, # and # were assigned according to the degree

of agglutination. Titers were expressed as the lowest concentration of
Con A (2*"mg/m¢) to give one plus agglutination.

n n
B¥BRUID9I87654321 1 Monmi 123456789 101U128BMN
- - = =2+ +tH W] NS D91 ] M HHHHL E - - - - - -
- - e -t 4+ tHHHHAHHH | B0 B | HHHH+ - - - - - - - - -
------- + + +HH M| NG53 BB | HH+H+ + = = = = = = = - -
-------- + W NS56 B89 | 4+ + + + = = =« = = = = - -
-------- + [{oy¥] D3| 4+ + £ - - = = = = « - -
-------- + +H W NBg DS | #H+ £ - = - = = - - - - -
-------- + NSS1 PRl H++ - = = = = = = = = = - -
-------- t + +HH o+ 1652
......... ++ +H 4w | NS58
---------- + + ++ | 557
n n
BWBRNW9I87654321 & towmn 1234567891012
....... 4+ e | NS )21 HHEHHE - - - - - - - -
------- 4w ] B53 593 HHH - - - .- - - - -
....... + +HHH | B2 589 HHE+ - - - === - - -
....... $ +HHHH | B0 5% HHE 2 - == - - - - -
-------- +HHHHH | B DS | e - - - - e e - e - -
-------- + +4+++ w4+ | BB R Ht t e e em - m - - -
......... + 4+ H A | NBE
.......... ++ 4+ | 1558
........... + + | N5
- -7 ++++ DYSTROPHY
Rt EFE o 2 BORSER M S 12 LR 0 Kl ~ 2
ERIBE 2 0.5v019 & L Cif 727205, 1, 4 7 A < g " CONTRoL
DAl & B e BIE TE e o 2245, Dy % & %t S 5
R X DFEGFRICHE TH - 72, ‘ 2
LA 0 b ) 12350 C IR HED & 0D -2
ES BT e e RET A0, 17 A L4 w2l
r RSB 2REEE A EIICRRLELOTH o 22
5. BL0FIMIb 5 I8k, IZUHIKRELR 8 )
L7zbnizobic bIEEZ, Bz RL2b 0l g2
e . — o 0
NLICLEE & pMED DY, BEEOE 52 Orreemassenasees *
PHEBE NIz, F72, LKELTUL, MAIZED 8 2!
L WEEEENMET I 2MA %R 7.

(i) I HEZH% Con AlC L 28 =E

#Ha L 7221 nfElx Kawaguchi 5 o Bz HE
S>THE2DEH5 2Ty P L. 22T, [cell] :
FRMIEREE, [Con A]:Con A D& LB, n I #llg
1fEH7=Dic#ES L7 Con AT, Ka @ #

|
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Relationship between Con A agglutina-
tion titer and maturation of chicken.



5 # 2 Binding of '**I-labeled Con A to normal
—~ and dystrophic chicken erythrocytes.
t~
'O 4t 4 months 2 years
'; Ka I n Ka | n
S
— .1 Normal 3.5 x 10°¢ 3.4 x 10°
'g 3 5.4 x 10° 4.8 x 10°
'-7‘6 § Dystrophy 3.5 x 10° 3.4 x 10°
() g 2t 4.2 x 10° 3.5 x 10°
‘ 3
Ka, apparent association constant (M™') for
major binding sites.

0 i 2 3 4 S

1 -
[ConA freej *10 °)

2 Binding of '**I-labeled Con A to normal
and dystrophic chicken erythrocytes
The binding reactions were performed as
described in the text. The data were plo-
tted according to the method of Steck
and Wallach with slight modification by
Kawaguchi et al. @, normal chicken ery-
throcytes; O, dystrophic chicken erythro-
cytes. Both normal and dystrophic chickens
were about 2 years old.

BEBDOEIZIZRD L 5 2RI ILT 5.

[cell] __1 . 1 +i

[Con A bound] Ka:'n [Con A free] n
Zay b Llzar 5RO LN SERIE 2HED
NF— % &), RMIRIEFE TG IC T major, minor
THHHOEBEIAH B EERL TS, BIR
SRR OE MR % SME L TR S 1 2 4l & D3 E 9,
A8 18 & 72 ) o major binding site %k T
BRLTEY, BEBEoREAL»rLZTOEAER
(Ka) EHTE5. ZHk5i2LTHE LM
118 & 72 ) @ major binding site ¥ (n) iEAE
# (Ka) 3% 2 I25RL TH 3. Ka izBiL Tz Dy
B EDMICEZRD VDY, nicBiL TE
Dy BTHEBEICKRI L TCwz, E42F U EnEIC
BLTY, MHENEREHKETH- 255, Dy &, &t
BBOWTNLES L & LICHAWIEUIELT

n, number of major binding sites. Average
value of triplicate experiments.

SIEMEZRL TH Y, ZHZ Lidficl~gEiE
REOWHREL KT 5.

(i) ZRTEBREKRIZH T B5Fer-Con ADFES:

A4ar4 » Rz BT 3 R MEREE O Fer-Con A
B OEBEHERE X 3 IR, PHROFILK
BH@EREL -2REROEEKIGETH ), HoRHIC
B - MRS NIHES VA5 Twb. ER
22 oIk TH Y, (A) PIEFHXTEREE, (B)»Dy
BOMREZRT. #HEICBW T, BIHEICKL,
ferritin K FDHHHEES D LT L H—RL T
HLLTHB., gHD, 7 — 2L T, o4
FHEMENHEZIZB T, RREDEIZOHY,
EBICER LTI R I—DEEHZTHD EL
FTLLELLPICES LT 22 e EBELHR
O35, 2 THEBROLHKAHE5IKRNE
I uERILEZZ AL, Dy 8, MEEL»LZNR
FNI3PT DRV, TOKRTEMEHEEREY
b F > # 21 ZHLEF 23# 05 100nmX 100nm @) unit
square T> N % X@ L 72N, 30048 7 unit squ-
are PICETEND ferritinkiFE2HILR 75
LEESLZ (K4 ). unit square & 72 1Y) o) fer-
ritin 1 F % mean +S.D.(3,Dy #C4.61+3.7,
5.4+4.0, 6.0£3.9TH» Y, XHETix8.915.0,
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PERCENTAGE OF PLASMA MEMBRANES COUNTED

20
10

20
10

20
10

20
10

X3 Electron microscopic photographs of chicken erythrocyte membrane
labeled with ferritin-Con A
(A) normal chicken, (B) dystrophic chicken. (%37,000)

DYSTROPHY

CONTROL

4 Distribution frequency of ferritin particle
density per unit square in dystrophic

o

5 10

NUMBER OF FERRITIN PARTICLES PER

UNIT SQUARE

15

20

2871180 - 35 versus normal erythrocyte plasma memb-

rane.
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9.31+4.3, 9.3%£5.3Th-» 7. WHEDHICITI p<
0.00l THENERZBD . —HFHosg—iz
L Tix, 7722 —HRDORE %77 index
& L Tlrimura 592 & » CTRIEE N2 o (k)/
Orandom (K)ZHVTRES 24T>CA R, 22T,
Grandom (k) & IZELEEI X VIER L2 5 > & 2t
SATNY — > LEM L 22ET, 1i250kA 0
unit square iz & N5k F% S.D. ek,
RFOMREE TN &35 &

Orandom( k) =0.029YTN/k
AR BERBIICKRI TS, o (k) 3%
BOREEFHER% 158 250 kA o unit square

TXY]» 728512, unit square FhicF F N T .

BENSD. THb. ZNESEDT—2I2HTIEH
% & o(k) /orandom(k) 12 Dy #-C13.3, 13.1,12.1,
*HEETi312.8, 10.6, 13.3Th Y WHITITE LIHE
PRLTWS.

% &=

HELEJE DI B TR < 12, Dy Bk Eky*
*EICH L Con A BEFEENMETERL, Zhs
IEiE ) Con A # AL AIC D -0 Thek %
HBHELAZY. 58OV 7F 0L 2R MERDEESE
T3 BomERE, PEREOEMICEIET o E
PRLENTEDT?, SEDERIIFENH W, 1%
% BT match 38T T-7245 Dy BLIEE &L
DENCIIFSEH S AEM R LN, /2, 40
72247 > 72 "1 E# Con A IC L 258 ER T,
Dy % T Con A ¥ &ELOIR A HHEZR X L7z,
Schafiq &® {3 Dy # % A \», 72 Wakayama &,?
{3t b Duchenne BUfF 2 b v 7 4 —fEZ2XIH &
L ¢, freeze fracture NDEEEH 5, IR IMERIEPIRL
FOEEE FHHERD, PR a7 4 —TIXEH
ERL DT EEHREL T3, Ito 5™ | IERIMER
56 ConAv 7y —%HEEL, ZhiryaTa
100K, 45K, 33K m¥EHEHHETH LI & &=L,
FICEAFRE 7 XN AL THRITL 228&%,
INLAPCTNLIBEHBEATHLZ L 2REL
T 3. {-TC Dy BiRMmERIcHIT 2 Con AFAEE
DL % R4 E DEE DR IL, Schafiq 5°
PEELICERNFORL ENEGT IR EEZ

L1 b. freeze fracture Ik 2 8ETIE, =0
Iz, BAKRTFOGHITE)—TH2I LY
Abo7 4 —FRMERDOFEHE L CHEHINT3
20 LA L ZeAhtS Fer-Con A 12 & 3 ESHAAYELEET
(3, Irimura 5° OFFEICHKE> TR LR, @
HHIC Sy —> DEEFRH LB Ao, 2
IEBE 5 Con A DFEAIT & » TR ENHE DR
maB Y, TSk o> TERKTFORE), 775
R F =AM E N, WHEEICARD - 22 BERRL
FootiEE=2 A7 LT LE->RZDTHA.

5 E
A4, 1% match 2472 Dy # X IEEBOKR M
K% AT, (i) Con A BEH A, (ii) 1 ##:# Con
A o E&EER (i) 2RI REEARICE TS Fer-
Con A ¥&EMrnEHESE, 2174 » 2. Dy &
Tix Con AFETMINEA &, Z#i2{¥ Con A
BEFREME T RS sz,

3 Bk

1) fEAkEH, HE—R, £E5y, FREFAHE:
Duchenne BI 52 % F v 7 4 —3EIC BT 3 M/
v b = nf{bEn, MBEFImE—
REBHE~DH L R A EBRREZY, 17
316-321, 1977.

2) FRBAZE, FER, K —, WHREE
At 74 —FX BT IREKRELD =
DR, FEERALCHEENRR (HyAto74
—IENIRR DTS 2 HF%) shr3E, BEHD
S2EEEE T FE S, 143-146, 1978.

3) FRIAFE, JNER, A\KE—, FHE, @
WSCH, HEBTER I HP RO T 4 —F XD
ARMER, REIRDOMILICFAGFT. EEE [HE
HEMRELEE] HP X Fu7 4 —ENHREIC
BI¥ 2 EERAYBFIE (=4FHE) ARFIS3FEMAEH
#8, 34-39, 1979.

- 4) Hunter, W. M.: Radioimmunoassay. In
“Handbook of experimental immunology,”
3rd ed. (edited by Weir, D. M.), Black-
well, London, 1978, Vol. 1, 14. 3.

§5) Kawaguchi, T., Matsumoto, I. & Osawa,
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6)

7)

8)

T.: Studies on competitive binding of le-
ctins to human erythrocytes. Biochemistry,
13 © 3169-3173, 1974.

Irimura, T. Nakajima, M., Hirano, H. &
Osawa, T.: Distribution of ferritin-conju-
gated lectins on sialidase-treated membra-
nes of human erythrocytes. Biochim. Bio-
phys. Acta, 413 : 192-201, 1975.

KA, HEREE, B2KE 54 XPHA I X
DREEN2=KR 7 X T RMEREEERICET
5. BAREEFLH48 1 227, 1977.
Schafiq, S.A., Leung, B. & Schutta, H.S.

: Reduced density of intramembrane par-
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9)

10)

ticles in erythrocytes of dystrophic chi-
ckens. J. Neurol. Sci.,, 30 : 299—302,1976.
Wakayama, Y., Hodson, A., Pleasure, D.,
Bonilla, E. & Schotland, D. L.: Alteration
in erythrocyte membrane structure in Du-
chenne muscular dystrophy. Ann. Neurol,
4 : 253-256, 1978.

Ito, Y., Yoshimoto, R., Irimura, T. Setaka,
M., Shimizu, H. & Osawa, T.: Concanava-
lin A-induced increase of membrane flui-
dity of chicken erythrocytes. J. Biochem.
(Tokyo) 86 : 1807—1815, 1979,



42) HP A M a7 4 —REIC BT BT IC
B9 20T —Hidh—
— WA T 4 —F XD ) F R

I2DOWwT—

wEmhE B X B =

B A ba7 4 —EICBT 3 HEEREORE
ELTBEAEDOFELTRRT 2L DFERI L
BNTWB. 7> 7 )4y FIRBEDOIRE_EZN
NEEICTFET 2HEEETH ), REFIPE,
AV7, TIXRAIX o EDZREEL THE
HEL, XNRRIBHEN 7 o7 4 > EHROBIC
AT NAL FOGBREICHFLETZZ 8L

KENXDEBRER L OBENIMEL > T 5.

FELIE, BPRLa 74 —EICBIT BERY
WYY D—D& L THEFE® (25| 200X, 4l
RIEZHLPIZEN T L F X Fro o)+
FORERIT 24T L& biS, By R btu74—
FX B ENBOZEIC O THRET 21T - 72,

V) *

| . FRBHEES > 7)) A F OISR .
FXCRBMWBEZAY, Z2aorniartry’2—n(1
1, Bl B (1 : 2, BR) ikl
H%Z#i L, DEAE Sephadex % {T 7% \> neutral
lipid & acidic lipid {z43i¥, acidic lipid 43 &%
THRANVKBICEDT ) F L FE21E 25
iZ DEAE Sephadex #4T %> TR Y>> 7Y 2
FeFltns, ru=tr 7574 —CELZD
A TNEFLFICaEEL, ¥RI7uw 7574
—i2& D, BoBoOWERKERIEL 2.

* BUR BRI AR
* *ER ST BUAR R P48 S B Z0AT SR RA(UERERPY

%k %k %

%%k

A* *k
Bk B W) F

2 BURFFCBHEBOFT T F S PR
MR, B2 FX B LCNP £
EY—ifRY BT oY RFX, £2 7, 8,
8P EME# A7z, B2 ke + 14 XL An-
do LNDHE ICHe-> TR > 7 )4 F 418,
Bra<wtro74—%4T%\w, Broy> 7))
A FPealtl, BE_ERZuo-F XX+ F—
FHWTERL 2.

5 3
1. FX% 5> 7))+ o> DEAE
Sephadex iz & % elution pattern {3 fraction I,
D dvlicatron, InWEsawr 75
A =BT %272 2H3DAEyY F B E NI
Z DFIE D preparative @i o<t 757 4 —
iT>72. 3DNDEFEA, BLEIUC NI bA
EBRBOBOWE 7<=t 777 EGM B LU
GDs 7> 7 A L FORE & —F L, CizBEma sy
STNALFEIE—EHL T Lr-2(R1) *#
NoDHAR IO 7T 74— LBFEEREFR |
127~79. Clostridium perfriugens ¢> Neuramini-
dace LEE Iz k) A £ Bi3v» 3113 Ceramid dihexo-
side k-7 (®2). LaLCiE2-D?bandk
T, BB T AR T TCE 2O EICHK
HET-Tws, LR Az, GM,
TNV AL FTHD, BIZGD; > 7)FF
THEIZEVHLP L7, ClZ6HEL VLS
EEZ LML, TOHEIZIS LICERPTH .
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2. Y AF X MK > ) A 2 F ok
HBrg2 IRl BYAFX Bl 7Y
T FnEAHZD, BIOEERHZ)DZTHE
12, WFRLMBICHKLBEL»ICHML, CNP A
e Z—REHY AF X TIE, MERICH L
LTWw3d, HPRAFX IR EBPLTE
N, WIFniFgELETEDL.

By AFXDH 7Y F 2 Ko, GM;, GDs
B L unknown X O WL AL T 595, i
LWL TWBDIEIGM, 7> 7 )AL FTH - 7.
CNP 4 > b7 —aEHTIE, HPAFXiclt
NRXHFTN)FAL FDORIDHDPHLDTH - 72,

% | Sugar composition of isolated ganglio-

sides
Glc Gal NAc-Gal NAcC-NA
A 1.00 0.75 0.96 | Isolated gangliosides
B 1.00 1.04 1.67
c 1.00 3.05 0.92 ¥:15
# 2 Gangliosides in chick muscles
control dystrophy treated
dystrophy
total sialic acid n=12 =7 n=9
ug/g protein 26.0 + 3.4 75.0 + 22.5% 50.0 + 9.7%8
ug/g wet weight 6.1 + 0.7 14.2 + 3.9% 10.5 + 1.7%AA
ganglioside fractions =7 n=7 n=3
GMs : ug/g protein 6.3 % 2.6 24.9 + 13.4% 20.3 + 5.2%
(25.2 + 8.28)  (31.7 + 8.1%) (35.9 + 7.9%)
GDs : ug/g protein 9.5 * 2.0 22.9 + 6.0" 27.2 + 6.7
(39.0 + 6.1%)  (31.1 + 3.6%)*% (37.2 + 7.2%)
X : ug/g protein 8.6 * 1.7 27.2 + 6.7% 17.0 + 3.3%4A
(35.8 + 9.8%)  (37.2 + 7.2%) (31.5 + 1.7%)

* : t<0.01, ** : £<0.05 for each sample to control.

A : t<0.01, AA : t<0.05 for each sample to dystrophy.
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Glob

2 Isolated gangliosides ¢ Neuraminidase
pussz

£ x

FX A7) s FERIL, b b (Svenne-
rholm &, 1972)”, v F, 4% X, 7% (Puro
5, 1960)%, =+ X (Lassaga &, 1972)%, % o,
7H X, Zv b (Max &, 1970) DFp 7> 7))
AL FPEREIZIZT KT 5.

FX /A7) A 2 FarEld GMs, GD;, X

TN A FDI3EGFBEL) 5Tz, B}
#Tlx GM;, GM,, GD,, GM, > 7 1) A
F T4 (Svennerholm &, 1972)7, 7HX§ T
i GM;, Z M 2 FEDREERFED > 7)) A &
k725 7 % (Lassaga &, 1972)% %72, %22, 77
X, Z . F TlZ hematoside »+ 3 4@ TH 5
(Max 5,1970) Wt &ESI N THB Y, BIfEZ TO#H
ETIR, WTNOEIZO>WTL GM, 7> 7Y F
yFﬁE%@@~OT@é:tiA@Téﬁ,%
Oz, Fick->TH> 7V A FE2RIZT B L
V) BBRIR WS RAST T 5.

TRAVGRIE D MRS > 77 ) 2 FizDwTlg,
X BREAREHICBNTCGM: 2252457
)AL FoRgin (Max 5, 1970) BXUH Y 2
fe 74—y FHTEREICT ) A F DR
LhEmE I N (Max 5, 1971)", —HE # 3
RZICEDTHXDERNS A a7 4 —EDH
TlEA > 7N AL FhHh2FIc8mL T %3(Alba-
rracin 5, 1974)" rHESI N T 5. SE DY
Zbtwa 74 —=FFXFTIE, 7> 7)) AL FHEHE

I, #5512 GM, 7> 77 4 2 FAvEEm

LCwi., #2777 —Xf >t s—itH%
fTo7eHyrRAbte74—F%>TlX, F>70F
RIS LI L Twizhs, KRIGENHY 2 b
B74—FX IR ERBPL, FICX AT
A FOWMDH»EED LNz, N7 ) A
> FZEAIZ, YA v T 4 —FDOERSDEAL
ERT EFEZ LB, MK BT B EERRHELL
S DARER T DEAC DB A G T 2 L E D H 5.

3 ik

1) Rowland, L. P.: Pathogenesis of muscular
dystrophies. Arch. Neurol. 33 : 315-321,
1976.

2) BETE, ERIE, KMRHIIH  Duchenne
B2 bo 7 4 —EDRMERDIEAE 5 & AL
FHIFTE. B A P07 4 —FEDIRHENDIEEIC
B3 2 8%, ohhEE, BEFIS1AEE e,
173&, 1977.

3) HHEE, BETE, BRIEI» I HPAFX
CORMERIEICBI S 2 HF%E. Mo A b o7 4 —4E
DIRE NFRBAICEE T 2 858, b hEE, BEAIS24E

EEAT e, 141H, 1978.

4) BRIE, BETE, sREKIZ» [ Hr 2t o
74 —IEICBIT B HEEEICRET 2. B
Z a7 4 —EDRKICET 2RI (=
YT HE), BRFIS3HEE A 7R S =, 186 FH, 1979.

5) HEFX, AHE—HP AL 74 —FX%>
|2&F3 % protease inhibitor (E—64) O&h&.
By A a7 4 —ENRKIZEET 2 ERAVIFZE
(=4F8E), BRFOS3HREEEE®, 45K, 1979.

6 ) Ando, S., Chang, N. C. and Yu, R.: High
performance thin-layer chromatography
and densitometric determination of brain
ganglioside compositions of several speci-
es. Anal Biochem. 89 : 437-450, 1978.

7 ) Svennerholm, L., Brace, A., Mansson, J.,
et al.. Sphingolipids of human skeletal
muscle. Biochem. Biophys. Acta. 280 : 626-
636, 1972.

8) Puro, K., Maury, P. and Huttunen, J. K.:

Qualitative and quantitative patterns of
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gangliosides in extraneural tissues. Bio- 11) Max, S. R. and Brady, R. O: Alteration

chem. Biophys. Acta. 187 : 230-235, 1969. of the ganglioside composition of skele-
9) Lassaga, F. E,, 1. Albarracin de Lassaga tal muscle in murine muscular dystrophy.

and Caputto, R.: Rabbit muscle ganglio- Nature 233 : 55-56, 1971.

sides. J. Lipid Res. 13 : 810-815,. 1972, 12) Albarracin, 1., Lassaga, F. E. and Capu-
10) Max, S. R., Nelson, P.G. and Brady, R. tto, R.: Changes of gangliosides and other

O: The effect of denervation on the co- lipids in skeletal muscle from rabbits with

mposition of muscle gangliosides. J. Neu- experimental dystrophy. J. Lipid Res.

rochem. 17 : 1517-1520, 1970. IS 1 89—93, 1974,
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43) Duchenne #ifp > X b a7 4 —iE(DMD)ic BT %

IJVTFARMEE

I.creatinase } ) (f sarcosine dehydrogenase ¢
NEIC BT 5 546 creatine-ureaflk o
LEng

IIL.Duchenne Eiff; & X b a 7 4 —heBi&H B D

. creatinase 5%

= W R %
W hE P B ® % m o = % B % M
oA o W H ) ¥ & R % A
4 3 £ = H OF B B {F 2 i
* *
NoH o B AKHE F M
1. creatinase & & U sarcosine dehydrogena- HREHFHE

se DABIRBIZEH T DTELE—creatine-urea

BROIESE .
creatinase (creatine amidinohydrolase, EC
3, 5, 3, 3) i, creatine—> sarcosine-+

urea O I % 9 5 B3 TH % »%, Pseudomo-
nas N4 TEDEEVREZIN TR0 5%
12, NBA&H o creatine {LHBFZED @I TAE IS
fic creatinase {EMELHFET 5 Z & & RiLAD,
FLyElLX, F 72, sarcosine — glycine +forma-
ldehyde MR i % filifi 4% sarcosine dehydrogenase
(sarcosine : oxygen oxydoreductase, EC1,5,
3, 1) DEEVFABRBBPICHFETLIIEEZD
BHoLaic L7z,

AL TR, ABEHRICZ D2 DDBREE
HEBD LD & DKM E L, creatine-urea #: %
DEETDHI L 2ND~5, creatine {§ic Lk %
creatinaseiFEN K EUT S EHFHTI L K M2 72 b T
H3.

*FHERFEEZRE—AR

BHHI . 22—69F (BERUTLIE) @6 FINIE
I A oeF—BED LERIC L N B EEG (—60°
C THMRT) THE, BEFEMISERNE
Ay EiE/K %22 T, Potter-Elvehjem %! homo-
genizer ¢ homogenize L 72, i homogenate {3,
18,000g T304 Ml Loy Bl L, EH BRI E L T
Fwi2, F72, Z» %% SephadexG-150 co-
lumn (2.8X40cm) (zapply L, 0.1M}Y) > &+ |
Yo skRiEE (pH6.2) T, &8mld 7773
VIR L2, S o) biEn@oH s
S 7y areED, BEREE U TERICBL L.
TR D BB I biuret IETRIEL 72,

creatinase {13, RENELE, B & U creati-
ne DHBICE > THEL 2. REDEETAHSH
B2, BERIE£0.1MY) B P Y 7 2BEHR
(pH7.8) 1, 30°C, 1BeffTVy, RHENELEE
% diacetylmonoxime — thiosemicarbazide T
HEL 72, creatine DINE TA D Hikiz, BEEK
5 %0.1MY) ik ) 7 L8R8 (pH6.2) T,
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37°C, 304f4Tvy, - 72 creatine &% diace-
tyl e-naphthol &z CHIZEL 72,

sarcosine dehydrogenase &3, 0.05M1) >
B )7 aiEE (pH7.5) ¢, phenazine
methosulfate &2,6— dichlorophenolindophenol
(DCIP) # w3 Hoskins and Mackenzie® o
FHETHEL 2. ‘

& £

NEHEH o) creatinase HIENFAE X, il
W% H\ T, creatine #» & DRFEDERK THED
72V creatinase {13 £ 7z, creatine {HE & D
PEICL > THHErH LN (F1),

Sephadex G—150D % )V i§BH: T,
nase EM O E— 7 3B HEEN144mMITH ), H5F

RIS FrHEEE N,

RIEFRPD0.1MY) >~ FF b ) 7 st o pH
24.3559.0F TEILIE TR 2D 6 5 cre-
atinase N % # pH {26.2 T3 - 72,

creatine BE*MME ¥ 22 rick-THR?3
creatinase i1, hyperbolic curve ((42) #
SRLU 72, % L T3HY creatine {2 113 2 Kmi#i38.0
X10M & FtsEE iz,

creati-

0.50+

0.401 /

0.304

0.204

0.104 /
T

T T
o 1 2 3

Creatinase activity
(umoles creatine consumed,/30min)

.
o

Enzyme amount
(mg protein) .

1 A B#& %5 homogenate 18,000 g ik iR
Sephadex G—150 #" /L&A creatinase
s
RIG#E 1.2 ml #ro) creatine £ 17 mM.,

NEE B vh o sarcosine dehydrogenase iE#:o)
fEfEld, fh homogenate i # Fvy, BRRICIKAE
L 72 DCIP oW RE DA £ D& 7z (K3),

=
-
[}
(]
S
>
bey 'go.t)?&
= 4 o
> 3
peliX]
g g \/(o °
=3
8 o
0.0601
o ¢ O
L]
« &
S »
-
P
< g
P 9 0.02¢
© n
©
Lol
o
d
EY
e A T W
o 0.6 1.0 1.8 2.0

Creatine concentration (mN)

2 1 creatinase |= £} 3 2 3 /H creatine o) g fl
BHAR
& 4% %5 homogenate 18,000g = 1t L& &
Sephadex G—150 " Li&8% (EEE0.8
mg), FUGHE1.2ml

@

1.60 4 o
2 e
=} o
E /
£ /
<

o

'§ 0.10 °/
3 /
b o
s. /
o 0.50 °
-
3} /
a

o i 2 3 a 5

Incubation time (min)

3 AE 1% % homogenate o 18,000 g 5& 7k L 1%
o) sarcosine dehydrogenase &%
K% 3 ml H sarcosine 10 mM, 45 homo-
genate ) 18,000 g 76 1iF (BEH & 16 mg)

=z £
creatinase {3 2, 3 ¢ Pseudomonas TH15 1L
TV B A2V IHILBWIC BT 2 Z0FER, £
ITHEE N TWwWhWw, %4 b b, creatine & pho-
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sphocreatine o5 N TG o ME— DA,
creatinine & S T w7z, 2 bix, ANEHEHH
|- creatinase °fFfET 2 Z &b, ATHORESE
BoF L Wik, % b, creatine-urea #E B
ZIRET 2, WARIZ, ABEHP CHORENBRE
X, 0.4~1.1mg/g wet wt, TH2NIZxL,
hRF%EIE, 0.8~0.9mg/g wet wt, (F#H SHIE)
THole, EERORFEBRICHT 2 EEH LT L
DIEIZ, N> HDIWRRBETH 5.

creatinase D 4 ) —DODFEEYTH 5 sarcosi-
ne (¥, RLENIANERGH CREL 72 sarcosine de-
hydrogenase |- L ) glycine & formaldehyde |(Z
24t$ 2 T¢I A 5. sarcosine dehydrogenase |Z
WHELEBDRF S P a3 > F) T TR 2 TV355,
AIFEIE, BIRGDICBII2Z0EMORBRTH
5.

Duchenne B2 2 b v 7 4 —iEFIEH D cre-
atinase DA REIC DWW T, Bl D39,

X X

1) =ik, PR OE, HFHE=ZIE»  HU XL
974 —EIIBT R 7V T KRB BEEEH
PAMu7 4 —ENREICET EKRBFE(Z
WEE) BEAIS3EEEATFEEEE, 1979, p175

2) Akamatsu, S. and Kanai, Y. : Bacterial deco-
mposition of creatine. I, Creatinomutase.

151122, 1951,

Appleyard, G. and Woods, D.D. : The path-

way of creatine catabolism by Pseudomonas

ovalis. J. Gen. Microbiol., 14 : 351, 1956,

4) Yoshimoto, T., Oka, I. and Tsuru., D. : Purifi-

cation, crystalization and some properties of

Enzymologia,
3

~

creatine amidinohydrolase from Pseudomo-
nas putida. J. Biochem., 79 : 1381, 1976.

5) Hoskins, D. D. and Mackenzie, C. G. : Solu-
bilization and electron transfer flavoprotein
requirement of mitochondrial sarcosine dehy-
drogenase and dimethylglycine dehydrogen-
ase. J. Biol. Chem., 236 : 177, 1961.

6) =IOk, R, FHE=I3» | Duchenne
B Aatbta74—4iE (DMD) 25175 7v 7

F A% 1. Duchenne BIf55 2 b a7 4
—IEF & @) creatinase 4. AR 11,

II. Duchenne B X b O7 1« —fEBEEH D
creatinase &%

B R Fa7 4 —ETIX, RY creatinine o
WL, M7V TFoMiE, 7v T T ROFERL
I2A b3, BT Tld—#%ic creatine i
F£ K Ur phosphocreatine i2EE I3 AL T3, Z
Dk creatine fEHRE O R RIT E{LFHIC H D
2T,

ST TERDD 2 B W T, FaIIANEEBBIC cr-
eatinase (creatine amidinohydrolase EC3, 5,
3, 3) PHFETIHEEZPLIITLZ,. AXTII,
Duchenne i 2 b v 7 4 —4E (DMD) E4&5%
H1o) creatinase BE DEIEE T,

MRE Fik
BIEHiE, BIRTRARCANEEEICZIS
72145 2 18+ D Bt Duchenne R 2 a7
4 —IERFEOEIMR L NG REREH & LT,
XL 2) ERULERERVZ, BREPR L
Sephadex G-150 T fractinaon (3 3CEk 2 ) & 6]

Bk TH B, creatine JFAiz &k B creatinaseiEEN

RIELXLER2) LR TH 5.

i S

DMD BHs# k€ & — F 918,000g @ L H
% Sephadex G-150{f38i= T creatinase {H{E%
#5E L 72?. DMD ‘F#&#5 creatinase N4 F &3,
B ERSE L 131 1 50,000TCH 5. DMD &1&
#5 creatinase NE# pH L EEHHOZ N ELEL
(pH6.2) TH»72. LH LIEHE (creatine) HEE
21bic & % creatinase EHZMET S &, BEH
EDMD B TIFELL R ->TW5.

SRR, /EESHB% T, #Eo Mi-
chaelis-Menten kinetics T#% 1), Km{#{38.0X
107°M Th » 722, —/ DMD B8 Tix, Zv 7T
F- > IS A L CEER IS sigmoid curve 7 £
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§ /
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> O /
~ & ’
v e 1
< g /
© b 0.026+ &
0 o
1 /
s @ /
- ©
PO /
s © /
o © ’
BN
o O Vs
L] T 1] L
[e] 0.6 1.0 1.6 2.0

Creatine concentration (mM)

1—A #fcreatinase (2333 % #/K creatine o I
EEABEHOy VgAY (BEO&0.8mg), DMD & (0.3 mg), RIGH1.2ml,

—O0
Bo-
o H
S /
3 8o /
] /
o
=] /
° /
- ’
~ 404 7 .
—| /
&
,I
204 ,
rd
./
- ___—_o__’__o__,_—o
o 5 10 16
Tixi0%m)

1—B [ 1—A Lineweaver-Burk 7w ., }
—O0—, EHAERY , --e-—-, DMD &
&5,

L, Vmax»1/2% 5.2 3 7V 7F > ifiElL, 3.6
X107*M TH 5. e BEIBOBEZETE (Y L8
o fraction CEEREEZF O D2 HobdH 7z ) Iz
31T 5 Vmax (3 DMD Tf#t# & ffcreatinasem
2.71M5TH -7z,

, BEHANETEE | --e--, DMD &%,

£ =

AIFFEIZB T, FA72 Hix, DMD B 155 cre-
atinase 7*EH BFREHNZ N & o FRERUER pH
{IE L TH % 2%, kinetic behavior »s3F ¢ &7
LHETRL 2, HE B18H creatinase (3 AEH IS
Lhyperbolic curve # kL, Km{#8.0X107 M
& 275, DMD F1&%; 7 % 1% sigmoid T & Y
Vmax #1/2% 5-2 5 creatine {#EE[$3.6X 1074
MTH 5. 5BEMER L 7225 F1% 81 o creatine
MBI 3mg/g TH ), DMD Fi&H; TI30.6
mg/glZHA L TWR2GEBELRE). L Linh
5 DMD B#%555h o Z o) creatine i#FE X, %45
[ B4 & 72 creatinase # saturate 3 3 (247
THbD, 2L, EKIZHBWTIZ, DMD EI&5
FIEEAEOFIGIIHEHROLHFEL (WL
TV 5 O TASEcreatinase {F 1 % i % creatinase
FEHEELPICHETH2Z LI TE v,

DMDizsir2m 7 v T F > ffE, ZvT5F>
REELI7VTFARBEBIE, wE T
BTELwic LTy, BX TR E1EH T cre-
atinase N4>+ &5 A DMD o) primary 7 EIH &
FEHRICEFEL W Z e HTIcEZILND,

—213—



(DMD E1&f5h o> creatinase {E1EIC DV T,
FESE DA EREY T AN, B EFENLE
PLREET TEHLMICTAIENTELh »T2.)

A (1, II) HEEIIAICE3Y (Proc.
Japan. Acad, 1980) TRENTFETH 5.

4 R
=Mk, FROE, HFHEZEZ» DB
n7 4 —fEICBITEZ VT FoRE, EEEE
PRI 7 4 —HENFRICET 5 BRI (=
4HE) BEFNS3FEERTEREE, 1979, p175
ZHFFIk, FR #iia : Duchenne %52 =2

1)

2)

Fe74—4E (DMD) ic8l337v 7548

MAEW I. creatinase 3k UFsarcosine dehy-

. drogenase O ANFigihic 31T 5 fFfE—creati-

3)

4)
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ne-urea X HIRIB, ARPE T,

Miyoshi, K, Taira, A, et al:Presence of

creatinase and sarcosine dehydrogenase in
human skeletal muscle. Proposal for cre-

atine-urea pathway. Proc. Japan Acad. 56
B :95, 1980,

Miyoshi, K, Taira, A, et al: Abnormaliti-
es of creatinase in skeletal muscle of pa-
tients with Duchenne muscular dystrophy.

Proc. Japan Acad. 56 B :99, 1980,



44) FBHMREHRBREH D CANP iHE

¥ om w ox
Bt hE R W I o—

i C &I

EATHH A ta7 4 —iE, FIZTa2xy>
X %I (DMD) iz 317 2 & EA D5 IC I3 1%
HY, FIZiF A H$EnsE,
FEHED S b1, R CoHEnmd &% T4
HOBRBELETHSD, N HDELIREEEED
LA EESEEREMZ —ERBRE S
BB L 2BEAETLRABNEILE BRI 2FH0
HeThd, - TCDMD Iz BITAHEEEANT
RIZIZ O D EASERER RIS EET 2
tEZ25ND. HADMDoERE L THEADE
EHHRHIMTASI N, o TZNHBELAEEZ D L
FEESHOMBIBRIC IS S ML~ B
IcEiBEEnCarBZBAL, ZnCafF>ick->TiE
Hibs s CalkfEtEh 7o 77—+ (CANP)
HERELHEZRL CO2EIEEENE, 20
W CHENRGEAICBIT ERY» CANP
EEHEZMETI2HFRIERNHLIFLELNS. L
o LB EHHMR 2 Hy CANP & 2 85E
ZHBREILEHILEI N T W, AFENB ML
CANP JEEnfE % B &L B> &R REA
ICOWTiHERZMET H2HICH S,

Pef=>

HRRUEBE
| . RIEBUEZEDRET
WEKEYIZ 1319764 Kar. Pearson? (iffHHh €Y
rA—MEEESRBEEL, XFEL [ 0—A+t
£ > %AW37?TC, 18EMIRIEE 2 HEEHWD
MD#ilciTar bu—iFod4EicmmnL <
WBRHEEHEL TS, ZoFEECa £4 i

* R AFEFDHITHEAR
* x BURBHEENIDPR L 5 —EKRARE—S

Lo CHEWILINIBEREELZMELTBYL
FTLLCANPHEMH R ZHEL TB 5 T 1R
HizcZ L, HORIBHHEIFRTELREADH
5.

F2 3P 1978 EH KR EL = A — o ki pH
»—H4 91T & ¥ 5 8 isoelectric precipitati-
on |z k) CANP # it &2 pH7.5i1cL &L 20k
HWEMCANP & L7z BEHL LTS VEES
Y4 > EFRVI0CIOFHRIEE ¢ LiF #2801
FAMHEENETHET 2 HEEERLINHE
% Fv» DMD % tx Becker B! DMP 2 A TEifEi %
RYHBLHE L2, ZoHEIRIGEBF VA
HIIH B HHMEIBNCL LV E—BIREL 2%
Fesriz B b E A VR ED S ) TE- THIUEIS
ZULALTLLMETREFETIIZL W,

19794F Dayton 533 R € ¥ = £+ — F o BiF
ZERLES ] L0 ~40% 801 CTRE Y 5 riE & AV,
T )EEILL > EEBEL, EFIVYER
ZHRBEGHEICH T3 6T 2B L HEL Ty
3, XFE4E Neerunjuri, Dubowitz ¥ {31,000Xg%
E#HEZNDLDOERACVIEH E L THIEBHEL V25
T, 4B EE D HELHEL TWEHFID
FiEFRICHM»AET E2 L X TH 5 HRMA
HEVFEII—ENLD 2B HF0RETH 5.

PESEIc IR N HERARLLRESH Y
WAL HEIIERVEEDLILS,

% Z T~z i3 Dayton & o B L s EidE #RET L
7z,

2. WMRIEEOKRE

EF¥e FBEBHAEY 22— O LEFEZHVEE
xR RVEOL»NSEIZST, SoEICDOWTC
ANP iE1E 2 B8 L T4 3 &M ISR E B HEC
CANP &M L &V 47E1 1340~ 50%8aF1TH D
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E 2 b

3

<

a1

I =
© 0 L

0 30 40 50 60 70 80
| S T T R
30 40 50 60 70 80 100

(NH4)2504 (%sat.)

| ERESENC & 2 &5 CANP & g

* | ZHEMmHEC k5 CANP &M o recovery Mk
Recovery of Ca2?* -activated neutral protease (C
ANP) from human skeletal muscle

Treatment Total CANP Activify Recovery
(Units) (%)
Isoelectric precipitation 2.42 (100)
Ammonium Sulfate (Total) 5.02 208
(40 -50 %) 3.02 125
DEAE -cellulose 0.68 28

Dayton & DK HRHPE LR > Twb, £ D
A 40~50% 53 I £ EMEN K602 A I S 1 5
FThbhroiz,

Z 2 Cx HF TIZ4T - 72 isoelectric precipit-
ation = & % i1 %100 & L40~50% B4 oy Bl &
3 &M recovery 4% £125CH ) DEAE %
N —ZXH T LERCRIEE28TH LTl bro>
72 (FE1). BlbEiLksEB:II recovery L L CH
SRELES TH ) XNFRE L EVBErbr o7,

3..3r L CANP BIE R

e (2 RS 5 Rt »20mM Tris-HC,
0.1M NaCl,5mM EGTA (pH7.5)% Mz THKE
x4 XL ETFE &Y HLA0~502% 820 TS
naoyEzEUERICERL 1BRERLCZLDZ

HCANPEmE Lz, EHEL TR 7 =—
b ALEZHWB ANS TP F /S —, 6
mM CaA A > FF1ET 30T, 305 FIRIG & & ki
#2801 BITAWLENZETHRUFEEERL /2.
ZnFikEERGWGANETRERIKEEHEIE
0.25g C¢&H Y _LiE&E B (mg) # reference base &
L 723G 14 65120.015~0.025TH 5.,

4. FLOEFELEAWESESEHEREDN CA

NP JEI%E

RIZFMER TH L ZNHiELHCLEAY
@ CANP %112 3 510> DMD AR IZ A T1.56~
4.0z, ALSTiz 2o 5 & 1 FlEIE %
fiti, fizHFrizsEml 72z (K2),

Sikz nFkERGCER #28%L C CANP &
HAEAET S LY LETHRENE WL
DFFE, ROLHEDHBISGHORBETH B &
HZ2 b,

0.5
0.4 o
)
g
D 0.3
~ °
5
< 0.2
Z o
< o
O 0.1
§° o
0
C DMD ALS

2 HEEEBRAS o CANP &
DMD: 5 ay x> XRHs 2 a7 4 —4E

ALS : FEmI R R bE
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1)

2)

X B

Kar, N.C., and Pearson, C M. : A calcium
activated neutral protease in normal and
dystrophic human muscle. Clin. Chim. Acta,
73 1 293—297, 1976.

Ebashi, S., and Sugita, H. : The role of
calcium in physiological and pathological
processes of skeletal muscle.In“Current topi-
cs in nerve and muscle research”, (edited by

Aguago, A.J]., and Karfati, G.) Excerpta

3)

4)
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Medica, 1979, p.73.

Dayton, W.R,, et al. : Elevated levels of a
calcium-activated muscular protease in rapi-
dly atrophying muscles from vitamin E-defi-
cient rabbits. Biochem. Biophys. Acta, 584 :
216—230, 1979.

Neerunjun, J. S., and Dubowitz, V. : Increas-
ed calcium-activated neutral protease activity
in muscles of dystrophic hamsters and mice.
J. Neurol. Sci., 40:105, 1979.



45) + VTt 7 7 BB E 2 B 2o R RE
—X XL =T VAT IS —EREEEL B

nNs1x%8%——

Ak

W hE T A 4
& £
oo w —
N o B

HELIX, SEIIC, 2=y Ids3F =2}
TrF77—X% AV = BRORBBEENH L 2
EERMBL, BRLAV?, 2o, &E & HixD
A F I L ERERICENTNETRLZ {58
REDODHDZ & #BDH1IYY | Kxrlx, Zon—
WORAEN—FB & LT, EUCHER Eoxx v =2
7 A NWLT 2 F—+ (Kynurenine formamidase)
RIAD B CITIHEHRTIE & Bb 5 /N EFE D
—HKRDEHE NXD,

MR E A

MEIEFIL, DL D MGEET S MEBEEME LT
INBR SR FREE D S & & d— R E i TH Y,
INLIZDWTF ) 7778 E2 L 57,

FO7 77 o R@BomFESEZ, L-r) 77
7 >100mg/kg( 7275 LIRE50 kg Ll ki 58) 2 4%
DAL, %08 042488 BIR % o Kynure-
nic acid (KA), Xanthurenic acid(XA) #% Sa-
toh, Price Tl L 72, [#z, Kynurenine
T EBAED P ED R TRE L 22, £ 72,
P77 ATRIEO MY 7T
WES E UCRGHRMRE BT 3 R E B b
TRELZZ, ZBRP LY 7F 77 o HEliREICD
WL, ZRLHEG 7= 774 —BLUT

* BEXZEFRVE—AH

W & B &

*
IE E
* *
S ST N HF OH @& =
N m W FEOM O kR
* *
| it H T & ®
T Mmook
P UBEEBRERKEECL-TLF oy 7L
B &
| .AEBI
fEMI 1 :Sin.,, T. 22 M (34H)

TR, BT, HEOBIET.
KIEHE : AR T, MBUTIERS I H 5, Nk
FAT14 4 B, SR THEFESFE, FEEMATAL
15 TR T waolc /i, BR8I35
R ThH - 7255, 20 TESHZ LD LA & #2537
THEASEE Y, —BRdes L 220215 CH U R T
LY, HBEARE. kg% (4E158cm, K&
46kg ), EMHELEL L. MEEET (IQ38). IRIE,
IR E 3R, EHOES), BARERMS. BK
Bk, W ORWEERO %46, HHIET 232,
Romberg sign B¢, SR8 38, ML B KT £ 58072,
T3 /EER (=), REMH%, ML 2 Fa—
v, I IgA &210mg/dl, CK{H128i47, F 7=
VBs, VB Wi EHE, fimER. gk C
T1& T/ RBHEIIE L2 TR, HRER (B,
BIIEE R IC#RiEEMEZL (Spike i) #
B, MR ERMEIZ TR VP SRR
1t (small angulated fiber, target fiber) & iR
%%k (moth-eaten fiber) M iRfERT R 23872,
oy FiBoHhhr -7z, ABREAES, 4
fibd S BIAE IR & DURL B 7713, $FR s #E 24 LIS A
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wEL,
FEG12 : Sin., M. 25i% (5f)

N L PO, BB TH DD, EEHEREERE
B, IBIERORESEEC, ED LD T RE

THEIL, BATTHEICE 72 2 L id kv, A

E (HE159cm, #k#ES53kg) 1Q 39, BRIE (+),
SRR (—). . ZH0ES B & CIRMREBRYE, E
PEMERATIRGS. THRREEME L BIMC RS, Bk
B TR, T3 ERZEOM, BHEEKFRRT
BHotz, ABEPR L EIHERFEICH S 2 L EBITES
ko7,

2 (Sin, Y. S51EM))z—R@E¥ THY, EHE)
BAEBEE S L O/ RIZ v, (KK (148
cm) TIQ 66+ WERMETH - 7z,

# (Sin., E. 50 F)L —R@EETH 505, &
E146cm, IQ 64Th - 7.

TR ERHREFHTH S (B1).

2.8 T 7 oREOBER

1) KA, XARSPHHE (K2)

BEATIE, ATET1 B EIZF KA, XA
L ic0.5umoles/kg/day LT TH -7z, ALl
KA, XA Xx3#edHs¥mL ¢, KA2.0~5.0,
XA0.7~2.0TH - 72,

Zrucxtl, FEFRR (Sin ) HRBHET

9

ée@? @
ul T J=le

7

I Sin ®§ R
B5E AQ—REE MV 777 o RBEE
0

6 r ANDIEATES Z EHXARRIC L » 72,

(amoles sig/day)

o] 5 10 15 20
3
/Y.
[ I o | BEE nE®
H 7E B KA XA K A X A
H
® 0/ H) .I.'I ' #2311 | 02~085]| 02~06 | 20~80[07~20
®oCmoE) [ ® | 0.2] 0.2 | 0.1] 0.4
N 2 0.2} 0.3 0.3]| 0.6
* ? ; kS - - 0.6| 0.4
1 a - - 0.1 | o.2
8 )
'
X2V I ANRF— i/j/‘/ /7 Ll 1111447}
i ZZAK A 1 XA

K2 *xv>ig(KA), v vur g (XA) IR
R R
(L-+ )7} 77 > 100mg/kgiZ 0 £14)

i3, ATEI1 BIRPIEHERIZT KA, XA XLl
0.2~0.3umoles/kg/day EIEETRNMETH -
25%, A% 1 HRbEEHEIR SR E KA.,
XA0.4, %% KA 0.3, XA0.6umoles/kg/day
2B E LICAMKOFBEMAINIEAEA S
Nkh iz,

WmEH GE#) 3, A%l BRPHERE, X
KAo0.6, XA0.4, B KA0.1, XA0.2umoles/kg
/day TRIZ ) BEERMETH - 72,

¥, 2077 7ETERIZRT A=) > 32
AoeF—TlE, ANk, KAnAFL vdiBiEmn,
XAEE#HHE T, mMHEOMICKE LBEND
5,

2) FPUTEFT7rolRME (K3)

fEFHATIX, ATELPR Y777 BER
1.0~2.0mg % ThH ", AT 2 BFH8.1~11.8&
v—27 %)L, 48KH4.6~7.8, 8EFRi1.5~4.1
mg % & TREL 7%z,

2WEB L UEBTIY, ATRIL.2~2.9, &
1% 2 B5P7.8~9.2, 4 BEH7.5~9.0, 8EFR 1.2
~5.6mg%BrAFBHAOL- P Y777l
EDEFRIZEEAL-ULICH Y, HBOBIEMER
AN (AN

3) PUTrFT7rRepBEEE (R1)

P77 7ol BRYBEEREIR, EEXTHE,
AMATL7.2~20.9, ATI£72.4~145.9mg/day
I2xtl, 29FEB L UWMBTIE, ATE, %Ed
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l~772|——’l£ub:y]

mg % serum tryptophan
o

o 2 4 6 hours 8

K3 FYTF77rmigENLTL
(L—F )7} 77 >100mg/kgiZ 0 A 5)

Rl FVT7TF77oRpHEEE

{L- PYTITZ7> 10003 /kg 8175 )

E & BH AH®
% (HBBEIXSin,, T.22y) 11.0 59.8
2 (&% )(Sin. .M. 25y) 17.7 365.5
X (Sin.,Y.81y) 19.1 6l.4
8 (Sin.,E.80y) 16.3 -
REHME (36 17.25 ol 3 %6.0
(mg/day)
ICHEH D FERIIZER D L 72, T3 /8N

RKTHEZ7v=t 777 4 —BIUSEERIKE)
ETOLE )7 P77 oMM E 2oL -7z,

# =

RBEET, WMEER 2R RARE, BLU
PORERIE OB H i E e T B B L Fo—
R 2R S Wz, Py 777y — %
U= BRUORBRENDH D= 2H Loz L
7z,

PUZE7 7o RBOXR L= BB EE4 I
RL, R I ORBOBELRIAD B\ It iEHE
THEE AL TS L, HES N2 EEREE A
Rc#HEZATH S, Hb¥T, EDID, F

CTIRBEL 2R =) ¥ I A F - DEERL L R
ALTH 3,
B THORDRHIRE & ZOWBICEH- M Y

T 7 o REBREORMIE, L-F )77 >

[fov= nm:]/[r Y7
A v E— /Lﬂﬁi l,-.--r y7r727€a5—%
I—;:rnsn,:—xb:vl

eome 2 XLV TFALLT I —F
Cx61)
£RU=F—¥(VBe)

2L UE (KA [e—[ #2L=2 (KYN)| —=—7 v F5=0R
!

i
FRLEV hFURTIF—E

y (VBg) [ -#RLZY 3—EFAFL5—F
(R2UIFNF—)

H
)
$HUYLUE(XA) [

3~EFRFLFXLZY
(3HK)

k=== ¥ XL=F—=¥ (VBs)

33—t FR%LT Y FITAR
3—HA)

Je----s—mun»w/r—t'
aviy vk | l

[avrsovrn] [#7v>m]
v N
/ \

N
[xac]

Ha4 FY7EFT7 7 oREERR

DMPSNDIBAPEFHFL~NIZHD, FPY 77
7R, L2 KA, XADRPHEHRED
%#ﬁﬁ?%é:t?%&.%tﬁ#btﬁ*%

P EEEBHFHERIIIER L ~NLTH - 72,

Tabb, KETIH, FPY7F7720%, 77
NWINXXVL=FTREINED, ZhrdbX
XV = ADMPEEIN VL EEZ LN, =
SRRV =2 74 VAT 35— REIHE
EEND,

AAENL, BEERLEK THUL o Hartnup 5o st L ¢
37 3 JBERD %, BRMEMN Y77 7 P RIE
(ZHL) LTI I 7T F 77> Rokwnz
ENRLY, FEHIZHL V777 AR
RHEEBbN s, SRR HREEKESE: Bb
na,

Lo L7Zehss T OBER R HARIE D RBIEIZ WD
IZHEU DB T Wb 200E, BB ETRIAHETH 5.
Lo L, Y En3isEE, Z ofEmmor /) kg
P, 72, FELHESEIC, ARBERICRYE
DHBZEEWHLAPIC LAY > I FreF—7¢
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EnL DD I A F IV KRR BBICET
HhBLNEES,

#* B

1. —REELIAHEEOmML S EN, HBEK
T, MEBLEMBOD D /NEEF, BI UMUK
Mo B EME % 28 5 B Hl (255, 22%) ZIRL,
CHLHEEHTHANL VS L T 7y — XX L=
PRBORBHZDOWTL b7z,

2. M)VT7Tr 7R, L-F )T T
100mg/kg RO AT L, Z DRTE %D24B5RF
ho KA, XAZWE, bbEeCr )7+ 77>
DMPHEE L IRPHRE R 2 AIE L 72,

3. Zo#EE, RB2HREBIUEBRITE LIS,
ATiEHO KA, XAGMEORPHEBENE L VB
HWIRELZESHZ, LrL, PY 777>l
AR, BEURTHEHREIR E LIS, EFL-
NWTH-72, T, BISHEIPOTAL > F— U BERE
DIRPHHRLIEE LNV TH - 72,

4. PEoBME ), RER, HREeRsE,
YR 77— XX =BT LI
XXL=rhbX XL, BEREEL
AUFTINEIPLXI L= T A NVAT I F—F R
W EHEEL 72,
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X R
ZHFIk, JUKHEIER, FERmEK, hERgs
FHEER, LEEE, BTEW, JHME: 2
TAF—n )T T 7 R X
ERAFFEM 7R R HE, BEFD 52 FEERF SR,
P-241~245, 1978,
I, JUKHIER, L@, $PE(,
FHFE, LBERE, BTEW, NHEHE: 2
SANRF—ZEBDI )T r 7 R
B, BRPERRYE, 18 1842, 1978,
AKHIEE, PFRE, $¥EC, RIDTA,
REEEM, FERGMASE, BT EW, NHEME, =
MK A=) I F/3F— L ZDHEZFHEBIZE
HLZFVT P77 AAERE, HrAtaT gy

) -

=21 .

C —EDRRIZBEY 2 ERRAINTR (Z47HE) BN

1)

5)

53 FEEMF R &, p.196~200, 1979.
ZRFfk, AAKHIEEE, ¥FR¥EEL D FY 7L
T RBREPLADFY > I F—k
ik A vF—, BI6HBEANBIESHBHS,
BfIs44£ 4 A, FER.

ZAFHIR, PRE, JUKHIEEES D FU 7L
77 R E 2ED/NEFEN 1 KR 2
IEF. H24[E] H AR AFURIRFES, EAIS44E1LA
4 8, HK,



46) f5 - Bk PFK REGEICBT 2 BaEED MR

T I

AP

T L& ic

BeARMERRRAERTZINT P X+ — & RIBIE
(Muscle and erythrocyte phosphofructokinase
deficiency ; M-E PFKD }8%) | Fi¥EIER 2R
THEBRMATHY, HEFEHRVIE L L CHLEDT
LT3 B #HE TIE, (1) ¥ M-E PFKD
D HBRBNBET 3 5ah DH R % 196748 LIt R o
SCBRICBIN 2 BIERI O FCIK & X L, BEBBAL
ELTCORFHICI W ITHEEELMZ 5. QFICHHE
B iEdky* M-E PFKD ICEHIIL Tvs B 4EEB V
5 (McArdle 55 ) & D EFIZRENICEE T % B oM
R#ziR~2%, 3)%RKtyZ PFKD 3y 5 L
WiEREX EZ b b HY, PFKn7Twox51). 7
eMERRICE-OE, %R PFKEHREIX, #%
R F1EH B L R MERENERE DK E 2#k5
ZhHTWBICENWL W, 22T, M-EPFKD
DIFEN BRI PFK BERENET VL ELY
15 Z L2 RTHRILOEFZIRNRD,

BEHRMEME L TH M-E PFKD D45

M-E PFKD (319654 #4361 71 % 3 fEHF |
HEELTLSK, TAYVHT2RKR2ER, 77
P AT2HRARIEFMMBMHEDHY, b 8HlL
FoKELEBHAMAICET I EEZLND (B
I EER). $ bbb ERMN L BB NEREZRT
I, REBESNLBY, TRCHKRMBRIC b RHH
B sz, T BRIJIIBEBIEFENFTHICE > T
FRMER PFK »5.84 7)) » FEEETH D, FA
IS B PFK (X 213 Z D) A 7 » KB &
LTCEENTWDB LW FERE %722 ¢, PFK %
AICBId 2 EALEAMIEENESHIIZNE 2 2 H

WO ML K & B OFE H

* KIRAFEFHH AR

WOk % I

% | PFK deficiency

Skeletal muscle Erythrocyte
Reports
Clinical PFK Clinical PFK
symptoms activity(%) [ symptoms activity(%)
Tarui(1965)
case 1 + 1 + 30
case 2 + 2 + 48
case 3 + 3 + 42
Layzer(1967) + 1 + 51
Serratrice

asee)| T 7 17
Tobin(1973) + 6 / /
Dupond(1977)

case 1 + 5 + 31
case 2 + / + 56
Waterbury —

(1969) 4 + 62
Miwa(1972) - / + 8
Kahn(1975) - 100 + 61
Tanaka(1977) + / + reduced

FHiT 5 A~ HEA T 53, | DY 7 2=}
HEEDETNDOFYPHMIENERL THWBEET L
TH Y, (e TsfdoRnek PFK o 5 4
7ae b 777 4B T IR ICEVEES N,
B HEME L B 455 PFK 74 B F TOS %R
P HLEBEENTH S, I, @QEFIZLD, LL
EDWRAOFEFNICETIAMRIGILCBHBHASI NS,

s nB|ELNC, B85 PFK S 83
RES Rk PFK I8 s 2 iEHET 2
B> % A EFIHEEwRE N (B, TE). s
aHrh, Waterbury® 7l 5 & vf Kahn® ] Cl3, BE%
BEOHRE PFK HaoTLElt, BRET#EE X
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2L, BEROIEMBOTEEL BEH Tl Emkiy
e kN & AREREIN, HEMBORTREL
FRMIRICBNTOLZREFRIL T EH/ML
7 DIRMWATREN TS, T2 Tanaka®
BT EBHOBEHBEERICIIZ L A mik
CPK BIXUTNFT—EMI»RHINTEY,
INbizB %5 M-E PFKD o»y#ERY - Jkr & L
5., NAT7Yy FEFETH S HRMek PFK iz w
T, 120 7a2=y MIHRTHLA, 51
DOW 7=+ (FI, (2) IT—ERMMEKE &
IEEN T3P, FimERRD PFK a0 /KiE %
FERR L 22BN RIZRHM I N T,

FRASiEl, SRR 2 b v 7 4 T PFK
BB A Z RO W I RENI LI N
(Guibaud 57, 1978). Z N4z Ek PFK |
RuEHe <, PFKIzBIT23/EL CoMmEL S
HBT L XI3EBTHY, REIBRESEHRT,
EREH R e 7 10 PFRiFHEICOx &
HL2w,

YEEABVE, VIEOERZH
FILi3, VIRIAERMmERIC 3T PFK itk
EHEMNBNI0~48%ICIEKTLTWEZ EEZRML

7 7
@ L %
o

I BfEEh B L ORIERPFK o 72 = bk

725 (F|1), WMANZ BT 3K MER PFK i£%0
KTIL, REBIU7 7> 208MBEICEBNT
b, RMERICET 28BEX T bR, En
TELFTRCOEPUFEHE LT B,

L& L, Zoifkilek PFK EHEonZshis, <
T THRGE D G THIGE & AR EEIC 2EDOWw
THMTH ), BERLIERKIC B TREN ALY
PFK mEEBEC70 v 7 RT3 I & DEFRCL,
DTG LETH S, FRMERIC BT 2 FHERB
MR B RE B & UK MR IR AL D BL22
Fohichz b, HBRHENIC BT 3R imEk D RS
Boogiicit, 6 %iB 7 v —NEE AN 7T R
T ZEMZBRTEME 2 A5 2 & % BIERR
IV EFEROMMBEEIRMT 2 H A (Niessner &
Beutler i )% B2 5T L TRBRD L WZ & 25
58 L 723Kz 35 F modification iz <iRAL, &
LIRS DV TS D EHLEREEZ TR -
7o, EEMEE100& L T PFKD BHRmERic 5
T3 ERS o EH EF o~ P TRAL 2D
»ER2THY, rna—zx -6- 1) rE(G6P),
TN br—2—6— > (F6P)ixmmL Cw»
bolzxLCc7u7 b—2-1, 6-Y) > (F
DP)if#ticFHML, ELICTN2, 3- B Rk
ZHR 7)) E (2, 3DPG) $50%icik4 L
Twie, ThnZ&izzd3 LS PFK2x 7 v 7T
FEYESREINLZZEERLTEB), FLBER
MERD FUEETE RIS b % L WK T 25586 b iz,
ZDFER, RICH L2 Lk iz, ATP ZE#HEN
B80%ic & &E h, #ic ADP, AMP |33~
4fFIcmL 7., T bbARERFICHBITLENM
TN BRIy, PFK #% V0L —~ATP
EFRETTHEIEIRENTNS,

L LICHEREVDIZ 2, 3DPG HZEFHTH -
T3.06mM iz F T L Tz, o2, 3DPG
DR BB IR MERIF BT O BEFR AR RERARIC B
TOLHLPICRBENTE Y, IEHNED Psop®
23.7mmHg THEDIH L, BEFRMERD Pso 3
18.8mmHg & ZEM L EHF#EB 2R, EFHE
BokEaiz 2, 3DPG nEAICEBLDTH

N, —E45ix ATP oSzt nerEz o0
5,
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150 200
T T

40 60 80 100
T
G-6-P

300 400 9%
1 1

| S— T T

0\
ADP
AMP

L i ) 1 1 ! 1 )
40 60 80 100 150 200 300 40025

G-6-P : glucose-6-phosphate, F-6-P : fructose-6-
phosphate, FDP : fructose-1, 6-bisphosphate,
DHAP : dihydroxyacetone phosphate, GAP:
glyceraldehyde-3-phosphate, 2, 3-DPG : 2, 3-
diphosphoglycerate, 3-PGA : 3-phosphoglycerate,
2-PGA : 2-phosphoglycerate, PEP : phosphoenol-
pyruvate, Pyr. : pyruvate, Lac. : lactate

X2 M-E PFKD iz 51T % FR ek f8E R R 3T
MEIUTT=XI7vF 54 FDOBEEE

®2 MERRVE, IOERZE

VR VI &Y
BEMTCHE - +
KRR ILER R % - +
BEEDRFER R A — +
FRMLERFF iy D FL A - +
HiEre ) ve > ES - +~+
B - —
W E B o “second wind” + —
b b5 & 2 EBEH T o R + -
f6 pbEE ) B N 27
mhEA—bM kb6 RNEE)Y i NN
> B DGR
Hhzxk)F—x NN -
% PFK — NN
BErLE EXF— —? 7
#HRIMmER PFK — N
FRMER 2, 3-DPG —? N

hARY S—+r PFK 2 & L2 BRGH 7Y
A= GROERBERTH), Lz TER
H DRIRE DA, BIEHICBET 2 BRI KA E
UL THEDIEBRTHSH. VIHDFEENBRE
BVbFVIEZEAL THWBRETH-22, L
L, Bl 7z0RmBkicBEd 23R RIZ VERITIZ &
SR RN WVIEDBRETH), ZDEEE
e LTBIRESICBIT D VRIS VIRINET 2R L
PDWR2THD, EL—F>TBEILbNT
WA HRIMER 2, 3 DPG il ( & 2= (3R MER T
WNBEERIBHEMMOBE) 12 & > THLEZHIZ
AT 5,

PFK OBRILEMEEOEFILELTD
M-E PFKD

M-E PFKD ofrmEkic 3T 2, 3DPG »%
WY 5 &) P HECTRBL TWw b i, KRl
Rk PFK i&E» 2, 3DPG BEZHET L &
ZETHAHI. FZT2, 3DPG »EIHELIET %
RYIRIEIC DWW T, RIMERFHE R PRSI LE
BZHiENFETHEL, M-E PFKD (2517 3
EEELE L TA, ¥ERWY T F—r 2z
B THRMERD 2, 3DPG »FHKT 5 = & 13404
4 BIIcGuest & Rapoport? 2k » CTHEI T
VB, FDORAH=ZXLILTLIHEL2ICEN
T, FIICVERFBE S F T F— 2okl
RO L M-E PFKD b Z 1% xf LT 355,
MHEFTEAREE—HT 2 erBobnz, [
MU RIIIRBEET > F—2 R, RMAEET
F— &, WBRET S F—2 2D BHEIZOWTY
"wonk, k%7 F—r 212k 5% PFK
EHEHEN A =X LTE, ERLKEA
F o & B PFKiEENT e 27 » Z7REICHE
DTV D LHE NS, FEINLOBRED
FRMER PEFK {0 RTIX, RERSDIEFLIC
E07bFEBLEEL, AkmEkeo PFK it %
BEMBEEDIEUET v f4I2 k- TKD B LiEED
ETEIRBELAEY, BHEETHIERIZIHC £ Th
FMREHORZEICL ShiF ke bw, Tk
M-E PFKD {3 # Ko PFK iR EDIRIET
TNELTCLEETH D,

—224—



2007

percent of control

=3

1)

% diabetic ketoacidosis
* :significant (vs. control)
#1:meant SEM.

D hereditary PFK deficiency

r—

NANM

?'2 v i
OHAP 2.30PG 3PGA
GAP

PEP

b A

(]
Y
m
o
hY

FRIMERDFENE BRI O BELEH)
—ERIFS b T F—3 2 & PFKD )}k
(ARFTIE, ¥ERKBY P T2 F—2 20
(100%) IZIEHEANTH 5%, PFKD o &t I
(100%) I1ZFEFEE D reticulocytosis #HT 3
FRMEREEHZEE 2 HEDLABETH D)

X 78
Tarui, S., Okuno, G., Ikura, Y., Tanaka, T.,
Suda, M., Nishikawa, M. : Biochem. Biophys.
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47) ZFAR—VICBIT 2 MHFIATabE>D

EHjNy—
T
WrRBhE 5 W iy
WA i
ﬁ I

gz fklz, AN3A27oves (Mb)ons o4 4
LT w4 (RIA) #B%L, FMEHREL S
IS OERB L EoREI 2 REL TELY, AT
X, EEADZFE—VEOMFEMb O LR EZFD
gy —> FRT. wbhWaAKR—VEEICHE
ST THEEE I A F—DRRICEL
7z vy,

HF}EFE
&N EIF e AR—VIZ, Yo h—, BFER, K
Bt (14km) ik, T7, RELETHE, Ih
5 ZR—Y DRIH & RICARRFONIRM L, M
Mb % Bi5E L7z, 1 Mb o JUsE i LFIBISE D Z
CEAA LT A (BRE 1 ng/ml, IEH#{EIZ30ng
/ml LIF, AT #ftiidng/ml) 2 & -7z,

)54 f=1

I, FBAR—VIZHITBMmEMb

1) yoh—: iy —nRAIC L B M
HMb o bR EZORIFNETI 2R L 72, H¥E
DYy A —ERIZDOWTORETH 5. RAREH
BH1BHTH S, IR a >R 54
IN2)5 % 2 AN

i Mb (BHFER) TR THEZICIZ ESL
TikmfEZRL, ZTOHEBKTREL, RKXE6ALE18
CREEMRICITITITRMEICE L 2L Bl 7 T —
F, /=70 7TlX, THNEFN160, 150 &%

* FBAFEFBVE—RH

RS

4 H % = F W W
K I F B T & W
= 7 O %k

DNEALTYED, ZhLIIHLTT7 N5y 7,
T— N F¥—,3—[360, SOL{RMETH - 72, &N
7z s CKIEMEME (BALAMH) (EEHE25ullT)
ZRLAMbICERTERL, #F0LALED
HTEETH - 7.

2) Bk BFERoOERAIC & 2 il Mb ok %
E2izRL7z, BRFEZEE 2FICTgNTUT- 72
intra RO TH B, HiciE, v Fr—,
EF—, V7 b, A, TR r—L R
Pra DR 5 AOKEERLLE. REAH
Bl 2RI TH 5. MbiZREKTHRICES
%2R, 17~218F[EClZ 100 LUF ~ IEH il <
FCTHLZ, EEHEIEE Y F o — Ti31000 & 3#
L&, > —180, DTV 7},
Pro—BLUHrr FOIETH - 72,

BFERICDWT, Mb & E) % —Ht A & “-Eo
FPERBEF L THEL 2 (K 3). —ix AL (H
2) WRLZEHEHETHSE, ©vFr—T—EA
DEEELI000i X L CEFTIE 240, > F—7T
L—HEA 1801 K S~GEFTIZT0E TR LETF
DFHIBIETH - 7z,

3) KA (14km) Bk [ EHENZ VAR
=V ELTEY HiIFlz, LFEEFEREE 5 A4
km 2 E L 72,

MmiFEMb iz ER L, #THE#ZLVL 6B TK
EE e 2 ) LU T RS, 208FR TIRITRIMEICBIL 72,
BEEIEE W AT, 1100, W ATY 300 & &1E
Bl

7035, Mbli & FrBEEE & 2 2 NELL & D BIE

4 —
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0 > %

3 HHCIIMFIA 0Ly BOEE

—— A L FERETF L DI —
B L Thh o7z, 11oo4 @
4) ITNT IEHBODLGIR—Y E L TERA 10004
72, 6 NERRFE L 2o i miE Mb oo 1S L %
WAZRER (3 A) Abhzz. Mboy LR 25 L -~
NBEADHTEHNATLEREL 2> LHEF, 24 600 -
FefEf2ICIZIERfEIC/E L 22, -
2. ZR—=VIOME M DREMEE & UIRES £ 6001
KIZE /NS — > DL > °
B4 2 K—y oMMl onis Mbogwstiz S a00d o
RL7:, Mbasdk b ER L 203 B E T i
1100~300, D W TEER GEF), Vv 7 —DIE § 3004 e °
THY, INT7 TRELIERETH - 72, He °
FERSHZEY <7 — > Tl3, Mb 2 ES T Bilk 8 2004
T TICERLTEY), RESERETERL~ 6 K s
BHUC 254, &R H— T bITIT208E B RTL T 1001 $ N ®
EHMEE IS E TFRL . 30 4=———1 i B -+—
3. —ENEHEBRBPELIT-BE0ME © E 5 4 T
Mb iE 54 v y]
B h 7
LEEIMAELR D 7 HEDOBEREN 4 ADOBEE 1) |
512 L 7o, E_EBC #H TR L2k 4 EIEIE =
—EDHE(1 B 4B £4T- 72, Wbl
B4 FEAR—-VICLIMEIA T s BB

BOHEZICEmLL Mb ARIE#IT-> 24D TH 5,
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T eEm

5 ZXR—vGENCLIMEI A S0 BOEH

— BfEr —

AEREE 1 BRI 1 Al 170 TH - 72
B 3 N335, 40, 60& LRIIEETH - 72,
L#»L, 2HED#HBEH#HTIZ4 AL H200~300&
EfEEZRLA. 4BHICIRAPLIEMEELZY, 6H
BISIZS SIS NV IEHBE~ 100 & -7z, &
72, BEOHBTICRKEE2IT - 2BE& oM Mb
DEEH % BT I —FOFBRIZTOWTHREL
7. AERB%ES BBICREEITo2 25, B
H (4 BH) OB %9 200 300, 150 A5 250,
e bAERL.

£ =

fEk LY, HErDBHERBRMEE ADOBL VES)
B XICMbREZE2TZ EXMLENTN2DD,
L& L, M MbicBid 2 SCRREHUIS &t & TR
ALHbNZeh-72, i, mhofsE Mb 2
BRMCIEZ 2 HEN L o722 E v Th W,

i, AMb g imailEkr» RS
N3y, e HBEB L LULICEBEADRE—Y
v LEE) ASTIC X 2 fod MbIcBEES 2 #tg=6.0
LbALNB LX) -7z,

Demos &% (197448 ) 1321 ADHEEBRNEFEN + L

— = RS #REARE (BEO0. 1~0.3ug/ml)
2 & - T Mb Z#lzEL, 1425 0.4ug/ml
HoMbrALIL, F2, Pv—=>7ick->Tk
B omimeEEL2 22 LARLZFINILAT
1Z3FE¥520.8ng/ml 4 > Mb el &z S 84 L
T3, & 512 Ritter 57 (19794 ) IZ16 AT
MIZEED P v —=2 TEITo 2RI ERICHE L W
EEh 2 AT L 728 RIA (&£ 5ng/ml) 2k - Tl
HMbHEIEL, Fv—= JHiESHERIC L
% Mb %% 160 £81ng/ml TH B i, #%Ti
76+60ng/ml&, P —=>7l2k->TMbo |
HAHAEEIC D L 2IRBL T3,

AW TIE, FENOBFE L2 AMbo RIA%ZH
WTRHEADZR—I2 L B Mi§ Mb o L& & %
DEF S~ OFMMERLZ, EDHITFLAR
—i3Y ey A —, BER, EEEEREE, a7, [
B, 27— ETH5,

miFEMbizzhbnaE—ick->TER (1000
ng/ml V< FzT) L, EHENEZVEEbNLS
ZR—y (FIZIXEERESE) 1TEE&EEZRL.,
FILAR—Y T3 (k% &) Mb{liZH> 3
SIS TRE->TEYN, RN L LH b ER
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BNEWEB bR KL a viZEEEERLE,
£ 72, MiEMb OEEIIZIT—EN/ VT — > &R
L, MbizE#HRTHEHEKICIZESLTEY, &7
Bk~ 6 BRI CREBEL N, EDETEEL, 2485
Bl CIEF R C IS % - 72,

—it N &3#TF & o Mb g T, ATEICH
RBEEDFHIFHLPITBETH - /2. ZOWTFD
HMIIARHTH 55, AKR—VICBITdbr—=
L IOMEAMFMb A LA EIIEE LTIRZ 3
ZENTEDZI EDLI S,

2, —ENEBEZEBKR)E LT 28E,
EEE%O MblEnZfb2RL72. 1HEHMDb 2
wEERL, 2 HBICHKEE (200~300ng/ml)
Eh N, oz ERIZEREEICLYY), 6 HH
ISIIEEEE C 127 - 72, Demos 533, #ifhi
ERBIZ L > CHEKRED v —=> ZIEOMEE
Mb##sE L, B3 HEIC MbagEfEic i
D, FOBEAHI»EL L > TV IHEEZ AL T
3., MUEHZEET> T3 L, #RZDEE)
PEICITZ5 L5102 MbENET LD
BhLENFEZ b b,

AL TREEANDZAF—IC L 5 Mb D
FRAH, —REE TH)BEED I A 3F—
ZHT A ATIHEBANIC & - T A~
FMbOELWERZELTIE»EZOLND,
Bt Rz, AR—VEZEICEVW) FTL %L
EHEANIC L 2B EE I A F—DRRICHEAT
HBHEERS.

% )

1) HHAR—ICE ) miEMbix ERL, &
BENSVWAR—VIZEEGBERT. 72, —i
AN LXEFTIIMb O FHIZBRETH S,

2) i Mb 3 2 H—V#THEEL~ 6 BT
B 2D, 24BFM TIZIZRTEICET 5.

3) —ENEEN A KD ETHEICIE, miF
Mb (355 2 H BLoEB & kESEE LX), £D
% EAITECREEEIC LS.

4) AR—IZBIT LHMEMb o ERIE, AR
—VEFREBHAMFIC L ZBEED I A F—D
REICEHATHZ LE2 3.
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48) FHp & "M T B steroid cytosol receptor
& %@ nuclear binding

et
Bl

BRI onaandaqf Fii, xFua{ F3it
IF =R 7 v v TRBEBOERICED b NS Y
BEANDEHLSEZRLT. ZoERIZATAL Fo
FAIIc T 2 ERIFHTH 2 b, Fiiitho
BRI Z IS IREZ N7 5 ZRNERZ DL 1§
BROMBEPIcATe, F) 277 —»FEL
TWb eV HEEIRT o4 FoZEigliio—
ELTBBHG»AZZEEZRL TS,

—WRICEABRBL D RIRIND Z LIFES
LNTWw3, -7, ZOABELFHORICRT
o4 FOMBTLRULOBFEO ETEDL S &
RhihbNOhEEDZ LIRKREFURENZ L TH
5.
(A%) & soleus () % H\» steroid cyto-
sol receptor * #N #5481k nuclear binding #
WEL 72,

Z D7z rat o) extensor digitorum longus

ML UFE
SoA4 3 h (1 (2)-3H)Cortisol (40 Ci/

-

mmol) & (1 (2)-3H)dexamethasone (26 and °

28Ci/mmol) |3 The Radiochemical Centre,
Amersham, U K, &t ) #7-. = & o purity (398
% CHERIZ3 » AURNTHER X THlRERNICR
L7,

iy ¢ 4 2 Wister Z -» | 160~ 180g # Bantin
and Kingman Ltd., Hull, UK. X V{87, 8I%
FIBIEWASIE % 2 — 7 VB FICiT VW 3EERIZ
T &Ltk 7 BLIRICAT - 72, #7213 1% Na-
Cl # Kk &7z,

# Cytosol M ¥5%! © rats {3 cervical dislocation

T# L, extensor digitorum longus (EDL) &

* EMAZEFWE=AR

soleus muscle # ¢ AR5 27}, ice-cold 0.9 %
NaCl Tikift%, HED - &AM - BERVZ,
2T <Y, Potter-Elvehjem K€z
A —T6fEE0.01 M Tris-HCI buffer (pH
12 0° ¢ EDL |2{38.6, soleus{Z{37.5) (21.0mM
EDTA »12mM thioglycerol #& A TREY
=4 X (158 % 4 AP Ld5) L7z, Be-
ckman Type 50 rotor # Fv> 0°2 5 4 °C27,000
g T30 DE 2TV, ZHO LEFHEZ, pPH%7.5
at 0°C iz adjust L7z, EDL {3 soleus X ") fiZ¥F
REdsk & ez iR EEEL pH ICT 5 201
homogenizing buffer |2{3 & V) alkali Zcilih 8
TH-72, ZhiFV 77 —icxtd 5 pH xR
FRABRICT 2 2HICb N /FETHSE, LF
{3 pH adjust D #jICIZHIZ 0°C T7.02°58.07
liz® -7z,

Cortisol receptor MBIZE : 1 ml o cytosol #3.3 .
X1078#M (3H) cortisol with (blank) or witho-
ut (test) 3 X1075M unlabeled cortisol & 0° ~
4 °C T3h incubate L 72, # %] unlabeled co-
rtisol {Z cortisol ¢ non-specific (low-affinity)
binding = #4564 % %%, specific (high-affinity)
binding I= B & 5 2 % V> EPPEIC TS 2
epicortisol % blank (= Fiv»T 3 #ERICI3Z A 7%
H o 72,

Incubation %, free & receptor-bound corti-
sol ¢ # DEAE-cellulose filter (DE81) o fil-
tration ¢43i} 72, radioactivity {3 5 ml ¢ scint-
illation fluid (250ml Triton X-114, 3g PPO,
5g benzoic acid, made up to 1 liter with

_xylene) TillzE L 7=. Specific activity {3247 &

b 3 EDPEN TN HHEHL 72,
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ZEARBAIE I 8L Lowry m B & - 72, non-
collagen protein ) {lj% 3 muscle homogenate
I2 9 f%#0.05N NaOH % {Bf1—8pBiRIc g
#%, 2Ol LEEoGEaEFUMEL /2,

DNA BIZE : Burton o5z & - 72,
Dexamethasone receptor MBIZE : 0.5ml » cy-
tosol # [3H)dexamethasone & 0°~ 4° T—H%
incubate, blank ({3 1 X107*M unlabeld dex-
amethasone # iz 7=,

Free ¢ receptor-bound dexamethasone |3
Sephadex G-25 gelfiltration # cold room T
4Tva4yir 72, macromolecular fractions# &,
% o 1 ml o aliqust ¢ radioactivity % 10 ml
scintillation fluid py-cifllsE L 72,

BROBE . rat BB LU FH L D Ku-
ehl »HFETHEEZHR L. 1L, Triton X-100
130.5% 484> 1 120.05%, Miraclotho{tiH N iz
stainless steel mesh (38 um) ZFHwW7z.
Receptor-25 04 FOIBEEDK~DIESDEIE!:
cytosol # (3H) dexamethasone 60 nM (final
concentration) & 0°C T2h incubate, blank (Z

1310004 o unlabelled dexamethasone # #1272,

$it% o> suspension 50ul # 1004! ¢ incubated
cytosolizhnz.0.25M sucrose solution N T20°C
1h incubate F 7z{3ECHELL 72F¥fEo) incubate % L 7z,

Z D%, 0°Cic 10415 H11% 800g 5 53 i L TH%
%1%,
tion ¢ 3 M. HkiFiENIX % 0.4ml o) Soluene
350 TZHiR—ig TiEH%, 10 ml o scintillation
fluid 4 T radioactivity #lj%E. test & blank
& B specific binding # £fHi.

3ml o ice-cold 0.25M sucrose solu-

& 3

Dexamethasone Min viveix 5 . {KHE Tt 72
167 — rats V)—ﬁi: 6 HIE 1 mg/ kg o de-
xamethasone % 5., 3B EAZRE L 72,
| DMK RBEIZBEICHA L, HioEEIT
E.D.L. & soleus $ 3tz i#i4> L 72 4* /9 nonco-
llagen protein 2E. D, L. T A2 FZ P %2R
L7z,

Cortisol receptor : cortisol # cytosol rece-

MUSCLE
NON-COLLAGEN
PROTEIN

BOOY WT. MUSCLE WT.

™ 100

S0

initial  Final Soleus  E.d.l. Soleus  E.l.

| Effect of dexamethasone administration on
body and muscle weights and muscle
noncollagen protein in rats.
Open bars-control, shaded bars-steroid-
treated. Differences were analysed by the
paired £ test: *P<0.05; **P<0.005, E.d.l:
extensor digitorum longus muscle.

ptor I2%}3 % binding ¢ time course {3 E_D_ L.
& soleus TRIBEZ /7 —> %R L, 3047 incu-
bation ¢ maximum {2 L, FNH% 3 HEZFN
level #{f - 72, soleus *E ,D_ L o cortisol o
cytosol receptor {311PE¢) adrenalectomy % 5%
7z rats CHIEL 2. R 1R L 720 < cytosol
protein 4 1) binding capacity {3 soleus THZIZ
Eh 72, 5 X107°M unlabeled dexametha-
sone ¥ 72(% bethamethasone % assay Ficiinz ¢
3 cortisol o binding 3B FICIK T 2R L h -

72( 5 EEBR),

Dexamethasone :20nM o dexam-
ethasone T#%& % 1 ~ 3 Lo adrenalectomy #% <%
T 7z rats Z W 4BI O EEBRDFERIZ, R o0
 soleus TEETH -7z, fax Z BE TRE (%
BEEICDE 3~ 4 BloOWsE) L Scatchard plots
THENTL7Z (M2). 2 X WE. D L ¥ soleus o
FNFNOMMEERUZT7.13X107° £5.95X107°M
¢ capacities of.the binding site (#4&% A4 b
¥) 1T FNF029.6&40.4fmol/mg cytosol
protein T&H - 7>,

receptor

Homogenizing §ijo> 0 °C 2h o) storage % bi-
nding IS B2 52 h -7z,
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% | Binding of cortisol and dexamethasone by cytosol from extensor

digitorum longus and soleus muscles

EDL Soleus Pe
Cortisol binding (11 experiments)
Muscle wet weight (mg) 121 + 34 123 =+ 5
Cortisol bound:
fmol /mg cytosol protein 775  *53 1033 +90 <0.025
fmol / mg total noncollagen protein® 229 %15 350 +30 <0.005
pmol /mg DNA* 198  +13 174 +15 >0.1
fmol / cell® 1.79+ 0.12 2.81+ 0.25 <0.005
Dexamethasone binding (14 experiments)
Muscle wet weight (mg) 116 + 3 112 + 4
Dexamethasone bound:
fmol / mg cytosol protein 30.7 £ 4.5 45.6 £ 6.0 <0.01
fmol / mg total noncollagen protein? 9.07+ 1.33 15.4 £ 2.0 <0.005
pmol /mg DNA“ 7.53+ 1.10 6.93+ 0.91 >0.25
amol /cell® 68.2 +10.0 113 +14.9 <0.005
Muscle parameters (6 rats)
Noncollagen protein (mg/g wet weight) 227 * 1 197 + <0.025
Cytosol protein (mg/g wet weight) 67.0 + 1.3 66.4 + 2.8 >0.5
DNA (ug/g wet weight) 314 *11 485 =+ <0.005
DNA (ug/muscle) 31.7 £ 1.5 48.8 £ 1.8 <0.005

2 The values for noncollagen protein and DNA used in the calculation were determined in a

separate series and are given at the bottom of the table.
¢ Based on estimates of 3500 and 3000 for the total number of fibers in EDL and soleus,

respectively.
¢ Using paired ¢ test.
4Values are mean + SEM.

proteinases M5 # -~ 5% /2%, soya bean
trypsin inhibitor (50xg/ml), EGTA (1 mM),
leupeptin (20ug/ml) % o> proteinase inhibi-
tors % i 2. ¢ homogenize L 72% binding = 5%
LEALE RO L o 7z,

Dexamethasone ¢ blood plasma i2%}§ % bi-
nding {3/~ (0.83+0.11 pmol/ml)T, FRiMmEkic
{Z binding (332 Ze 0 o 72,

Adrenalectomy #%52{¥7zrat ~ (3H)dexa-
methasone 3% 5 : (3H)dexamethasone (10mg
/kg or 25.5umol/kg) % MEIENIZIRSE L, 28
o L, E.D. L, & soleus t A # 1§72, =0
RN T dexamethasone 7 & tritium bﬁ%,‘*’fi’@

50

:
1

£
z £
‘§ 40 %0004
E 3
-9 <
b =
£ l oo
3 °
g I 3
=20 I 20002
T : £
e 3
2 10 :E 000!
T F T
3 3
8 0 i | 1 1 & o
50 100 150 200 10 200 30 40
Steroid concentration (M x 109 Bound (fmol/mgq protein)

X2
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Dexamethasone binding by cytosol from
extensor digitorum longus (EDL) and
soleus muscles. A—Bound steroid versus
concentration of steroid; B—Scatchard
plot of data in A. (O, Soleus; @, EDL.
The standard errors are shown in A.



dexamethasone ?{{:f#* negligible * K% L <,
radioactivity 2» 5 dexamethasone )it # g
L7z, ODRRIICIN T ZDRENRILT 2EH»H
%, plasma, E.D.L., soleus TiZ #1#49.8n
mol/mg, 9.7nmol/g wet weight, 7.9nmol
/g wet weight T& - 72, Z #idreceptor o bi-
nding capacity ?#51001% 7> dexamethasone ¢
BMETH -7z,

Dexamethasone-receptor % &4k nuclear

binding : dexamethasone-receptor #% &1k

nuclear binding ¢ time course [220°C 6043 ¢
maximum |23& L & D%k %5~ L 72, nuclear
binding % T4k ¥ % 72 & complex & % te-
st tube 24 1) 20 fmol i7iz adjust L (F2), i~
Dz MEL ., #4A1319.932.7% TE.D.
L. XY soleus THAKL ) HEFizE £, cytosol
protein £ 1) T soleus THEICE - 72 (F2).

Test tube &) D% DNA & #%30.2~48.8 ug
DO TEAL & 72 A Tk = D &84T T nucl-
ear acceptor 2 f@FIE N T WL W2 EASRE N
(&3).

% 2 Comparison between extensor digitorum longus and soleus muscles: receptor activity

and nuclear binding of complex

Extensor
digitorum
longus

Soleus P*

Binding activity of

cytosol receptor

for dexamethasone (R) 24.4+6.8**
fmol / mg cytosol

protein

Total amount of
dexamethasone-
receptor complex (T) 20.8+0.4

fmol / tube

Nuclear bound
dexamethasone-
receptor complex
fmol / tube

(B) 4.14+0.72

Nuclear binding

activity of

dexamethasone-

receptor complex (A) 4.8140.80
fmol / mg cytosol

protein

B/T(=A/R) (%) 19.9

36.0+7.3 <0.025

19.6£0.9

6.42+0.53 <0.01

11.74+£0.81 <0.005

32.7

*Probability was calculated using Student’s paired ‘t’ analysis.

**Mean + SEM from six different experiments.
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Cytosol # 8 fFICHMR L 72354, ZHikiC nuc-
lear binding {31/8LTIC{&T L 72,

# 3 Non-saturability of nuclear acceptor sites

Nuclear DNA Nuclear bound complex*

(ug / tube) (fmol /mg DNA)
Extensor digitorum Soleus
longus
30.2 130 183
39.1 101 170
48.8 92 146

*Mean of two different experiments.
Conditions were as described in Methods.

EEE LS
F:fh A corticosteroid (= @FF X ViEELH B
S rEEERRLA: (A1),
—H R Tl AR L Y corticosteroid recept-

‘ors o) ifLJE A% cytosol protein X4 1) T4 noncolla-

gen protein 4 ) TLHBICEHE ThH-2. ZDE
IFEBICEAB LD £v & & L5 plasma o) conta-
mination TIZFWTE v, L% 5 plasma D
corticosteroid binding {3 muscle cytosol k1)
Kb ThHhD.

X 52 i~ complex ¢ binding & R
HE o receptor THEICEHBETH - 72, TS
complex ¥ & —5EICT B DB AFH AL D MR
ANz ik BHEIN LG, DL LHRIC
X 1 nuclear binding (ZHifR{EHK T H—LL EICIK
TT226TH5.

AFFIe o EEF3 corticosteroid % cytosol re-
ceptors |= §%4, corticoid-cytosol receptor
complex DIEADFEL S steps R & B
corticosteroid {= ¥ § % IEHL1E % o> B steps T
EZVwZ EERL TS,

X BR
1) Shoji, S. & Pennington, R. J. T. : Binding of
dexamethasone and cortisol to cytosol recep-
tors in rat extensor digitorum longus and

soleus muscles. Exp. Neurol., 57 : 342, 1977,
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49) Serotonin myopathy |z 1) 2 D

AL R SR
oM % B

HRBHE B w8 2% Kk B oE 4
oM OB oM MAT & B

T C &z

Duchenne muscular dystrophy o$5H I 4724~
HTHY, W OPDRHAIFIRIBEZ T2, %
N6 ) LiziZ MAFREE Y < catecholamine 1
HEEHRD, H5RRHICB T 2 HEEECEE
T 2 PR serotonin LB B D ete. »h B,

2 ZTR2ITMEREES S & O vasoactive ag-
ent TH 3% serotonin {UHEEE S & HEGED 5,
serotonin myopathy % {E#! L # ¢> myopathy |z
BT HEn&kE 2 mHET sH 2 o (Nat +
K*) ATPase #$5iZIc il L ¥R %47 -
7z,

MR LUHFE

M EHIARE 2008 HI#% O Wistar rat 7 [T %
ML, myopathy o {E#L{Z 4 Ptiz 5-Hydroxy-try-
ptamine creatinine sulfate % 4 & /kICiER L ¢
RE 1 kg 1Y) 20mg % BN~ 5 H RS L
3 iM%, %P IR LMEL 22, myopathy
DIESUI BB E B L O BATRE I CREZ L
7. 7&Y 3IE#% control & L CEKHREL /2.

R R O ¥E B3 Eag Sulakhe et al® oy ikl figvs
(MR KIS L 7285 % ice cold buffer (0.25M
sucrose, 0.5mM EDTA, 0.1M Tris-HC1 pH
7.4at4°C) o TREAHL, MRIGEEE 2RI LB
P % homogenate L if#7%, 1000Xg, 105 k&t
L(2)¢ki&%#0.5M LiBr, 0.05mM EGTA, 16m

* AEBAFEFRNE—RH
* * RAERARLELEAR,

M Tris-HCI pH 8.5 at 4°C 1= T $e i 1%, 10—15
Kp 4" C 1o -CHh HR(3) U L % 2500 X g, 1053 Flisih
L EiHE# %1077 Xg, 305 RhHER LBz ikiE® 0.6

M KCl, 10mM Tris-HCI pH 8.0i{= C4°CTF155
iR & B-(4)i 05 H % 5000 X g, 1557k L ki
WA 1077 Xg, 305wk L 72, 2% 3 Mk

NIR L TAT R 7200 & B A oF > KiCiztE & e/,

7B % Lowry? gElc CllEL 72, ATP
ase {E1(3100mM NaCl, 20mM KCl, smM Mg
Clz, 4mM Tris-ATP, 1mM EDTA, 50mM T-
ris-HCI pH 7.2 at 42°C#* & % Zmedium {Z0.4m
M ouabain Xi3#isk % ML T205 incubation

LEE%Z ) 7 9 BEERIC Tk sl L 72 k)

> % Fiske-Subbarow #:8 |z CHlzEL 72.

& 3

(A) REZMFAR

BAFRZIZE | o /MEZSI3 sy focal 7
AT &R L ()R SRAE I 2SS (B o 1 S Uk Ik
M, =%, RTRRESE) X IBIE(EAEMW T
B o 2ht, BHHEMBHEDL A LNZQ) KR, B
AR 2 B L L 22 IR B AR b NS
HHAE, FENFMEROMAEIIED LN dr - 72,

(B) £Mb¥MiRER

(DFgED # > < 7 A (1g/g. muscle) (335 |
DU, F¥MET control F (C #) T84.6+1.5,
myopathy # (M2E) T66.5+3.7CCEHNFICE
T ED B DA S L7z, (2) ATPase &%
(ug. Pi/ug. protein) (3 FEHE R 2 nin,Cat
T5.06+0.25, MEET4.78£0.93 THREERIIC I3 A
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| serotonin myopathy rat ?#%Ik 5
H -E, original magnification, X 100

R WMEICBTRE2DS > 7 HILE

RESULTS

Y1ELD ( MICROGRAM / G, MUSCLE )

CoNTROL MyopATHY
I. 8 I. 64
2, 83 2, 63
3. 8 3. 68
4, 71
MEANS % SE 84,6 £ 1,53 66.5 £ 3.7

X4 FERIZFRD L NG D - 72.(3)ouabain [2H T B
ATPase [tz fbizx 2 o<, CETIZI—
| inhibit & 4172 2% L MEE Cldidiic —kElC sti-
mulate 41, WEERICH L2 BB AL L,

x2 MWEICEBIT S &% ATPase i&1: ¢ ouabain
2R 5 Rt

ResuLTs

( NA + K")ATPAsE ACTIVITY ( MicROGRAM, PI / Ho.PROTEIN / H )

ConTROL Ouasain (=) Ouasain ( +) CHANGES BY OUABAIN
T 4.8 3.7 (_)23%
2, 5.1 2.4 (-)331%
B 5.3 4.0 (=)24 %
MEANS % SE 5.06 £ 0.25
MyopATHY Ouasain (=) Ouasain ( +) CHANGES BY OUABAIN
18 6.1 9.3 (+) 522
2 4.0 6.0 (+)50%
3 4.3 5.0 (+) 152
4, 4.7 6.7 (+) 433
MEANS  SE 4.78 £ 0.93

Duchenne muscular dystrophy (=350 % 554 A
HOBREDO—D2DREHE & L CIMEREF DY, #
DYERIERE & | T vasoactive agent T % %se-
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rotonin fUHEER»H 5.

Serotonin myopathy {3 Munsat, T, et al? |z
& 3 & (1) myopathy |3 Type I, ITA |Z$iRa%ic
A 51, (2)capillary endothelium (= 254 AT 52 &
b, (3)48RFRIHIC I FAEIGA A b, Thb—
SRR ITischemialc 35K L DTH % & HEL
T3,

SGEDFR2 DBREL 2 &ML TESN
serotonin myopathy (23, 5P A & RICHK
WCLEENFEL T 5 WL HEN S 7z,
T otFEERICIE, ATPase o ouabain (Z &k %
stimulation ¢) mechanism % &5\ { D H DRE
sh5H B A5, serotonin myopathy (= 331F % FHlE 2
HOEEDTREREB IV EN L ) L EEFTICBY
CHREENE T HDH E vz % &8, sero-
tonin myopathy i 3317 2 BHAREERIC BT 55
BEOEZEIZ DWW THRET 5 LEELHN S 172,

b4 78
1) Duchenne, G. B. : Recherches sur la paralysie
musculaive pseudohypertrophique ou paraly-
sie myosclerosique. Arch. Gen.Med. 11 : 5 —
10, 1868.
2) Wright, T.L., O’Neill J.A., Olson W.H.:Abnor-

mal intrafibrillar monoamines in sex-linked

muscular dystrophy, Neurology (Minneapolis),

23 1 510, 1973.
3) Mokri, B., Engel, A. G. : Duchenne dystrophy:

Electron microscopic findings pointing to a
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basic or early abnormality in the plasma
membrane of the muscle fiber. Neurology
(Minneapolis), 25 :1111—1120, 1975.
Schotland, D. L., Bonilla, E., Van Meter, M.:

Duchenne dystrophy: Alteration in muscle

4

~

plasma membrane structure. Science, 196 :
1005—1007, 1977.

5) vMurphy, D. L., Mendell, J. R., Engel, W. K. :
Serotonin ana platelet function in Duchenne
muscular dystrophy. Arch. Neurol, 28 : 239—
242, 1973,

6 ) Sulakhe,P.V., Fedelesova, M., McNamara, D.
B., Dhalla, N. S.: Isolation of skeletal muscle
membrane fragments containing active
Na*—K* stimulated ATPase : comparison of
normal and dystrophic muscle sarcolemma.
Biochem. Biophys. Res. Commﬁn. 42 1 793—
800, 1971.

7) Lowry,O. H,, Rosenbrough, N. J., Farr,A. L.,
Randall, R. J. : Protein measurement with the
folin phenol veagent. J. Biol. Chem. 193 : 265
—275, 1951,

8) Fiske, C. H., Subbarow, Y. : The colorimetric
determination of phosphorus. J. Biol. Chem.
66 : 375—400, 1975.

9) Munsat, T. L., Hudgson, P., Johnson, M. A. :
Experimental serotonin myopathy. Neuro-

logy. 27 : 772—782, 1977.



50 ) Compound 48/80 i EHICE LI T2

S T

WathE M OB B B

= SR DA > I o

Frziz 7 v b BEIETHALRL S o R e Sk
KEICEINDI ) T T T -V 2 FH -
FHELL?, ZoBER{LFEMEED, 705 o
HEDRAE 2 DR E AT 12 x5 S RgIc D
WO L E Az, REREIC I R Y oD I
K-F Compound48/80 % i 54 % L B HA
7T T —EiEESFRHICERT T 22 L 28EL
729, 2z 4O RHER> SBEERN B L
TrRRICHEREL 2o ARER DB EQHARICE
LI THELHEREOHEN Y — > F —s—HE
PUET L LIk > THREFL 72,

KBRS L UHE

Compound 48/80(% Sigma Chemical *t &Y, 3H-
o4 i3 NEN##8, fifks > Fr—3 3 » &t
iz 13 Packard Instrument #t %1 INSTA-GEL
AL .

*Compound 48/80 <#k5-HikIIVEEE DR ES B
DTHY, HEREAEN Y —> A — 3 —HEEH]
Eld Arias 570 2 BIE#EZIEH L TTE » 72,
18I 1 #£ > % «» b 9 LIz i3 Compound 48/80 #%5-,
1 HHI23H-v 4 &>, 30uCi/100g K, 3%
5. % 3t % Compound 48/80#% 5. 9 H H,12H
H, 1I5HHICFRL, &HHEA~NDOERY AL % IR
el BRYNIREIZFE—&MAFTCTIHH, 12
HH, 1I5HEICREN *H-v4 > 2%5L, %
D6 RERIZOM D AARZHE LEEHEE L7,

* BHXFE BB R IEREERILFEA
* x BN KFERFE/NRF

* %

e BEo& % Xk

INLLUNCRI—&ET CoE a5 L ERL
BIFEDFERZTVAEE L2,

BREH~ORY ALIEHEB KRR B & OB
BafERALBEREDHSEEZARL 72112,0.3
N NaOH iz i#%##% L T INSTA-GEL % FwT#if{k
PrFLr—a YEHMETVERS L, 1FF
D2 DEEE DS FREEEIC DWW TE LR B
HKEHESEZ X 5121 % sodium dodecyl sul-
fate(SDS)Iz %% L, Sepharose 4 B o w58 %
4T - 72(1 9% SDS-50mM Na- !} > E2#2 ¥, pH
7.2%Aviz)gicaEL 2 &5 E %2 RERROTET
a7z,

SDS-#y 77y N7 FERKETZ Weber-
Osborn #5353 % Fv TEREIZ L - TT- 72,

% £
# | 1= Compound 48/80#% 5-#512 3517 % Witk
EOEBIURKREAEND S —> A —"—@FHEN
Wl E R L 72, v
Compound 48/80 % 5-FF I X it EA TN ¥
— A= N—HEIIEL L - TED (Zolrk
THDIES— A —/"—FEIKBNEEZ S5NT
v3), I5BEHICIBIERD F— > A — "—FHEIZ
BIEL CWwadZ edbhd. RFEET TONBE
Bz 2w T 3 Compound 48/803% 58T L <
ETFLTEBY, ZoOREIHEREATIY LK
2wy, ZhsniERIZ Compound 48/80 % 453
A LizL0MIENEAEN S — > — /N —#HE
B LD EERLTWS,
KRIZINLDHHEXEAEP D I 42 > PR
H%EBKRT DD HIBREAE%Z SDSHEET

—239—



T T T T T

| l
| o8k =
£ {15008
c =
E 2
S 41000 @
z £
go &
o 4 )
o

n

«

< 4500

02

| Distribution of *H radioactivity in rat
myofibrillar proteins from SDS-Sepharose
4B column chromatography

=1

“RELATIVE TURNOVER” OF TOTAL PROTEINS FROM
RAT MYOFIBRILS ANMD LIVER

Ratio ofF 3H LEUCINE INCORPORATED

Qi nay  [27H pay i5TH pay
MUSCLE ControL 0,58 0,65 G.6]
48/80 0,48 0.59 3,63
LIVER ConTROL 2.01 3.95 §.17
43/80 1.56 2.91 2.8%
< Sepharose 4 B 7 L A% AT - 72, |k

iz ZFDr N b sy —>2rL72NT, TH
13 &2 Do ETE SDS-H ) T 7 ) LT 3 R ESK
BHET-72LDTHE, TEET28-32F I 4
> HETHY, FHI30F 3O THREEND SV 2
A HEir#z 505, 5EEFES36~403EIC

M7 4 F 2> L oREARE I AL~ L #id
Lo TWb I Ehbyrd, MBETT-2IN
LK RMER (51 HICH- v/ > %
5. U728 o9 HHE, 12BH, 15HEHNED A
At AR 2R L7, By 5L a kRIS I A
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ZiE cH PX (protease iEE 0 ) BWEICIT 1
mg/kg # RRICEIEL T7zn5, F| IRy L
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130 e A PBH2 (W) { 95-““%} PBH 2 (W) # 3 7 ARFAPBH 4 (W)
. (va.129.7.::.1) BUN 103.7+3.4 %

120
110

A

100 A

1 10 &7100 ug/ml

90

JD
T
(Bioassay)
50 ***0 PBH4.(W) {Ca 88.2+3.4 %
(RLiz18243) | BUN  137.0+16.4%

40

P<0.05 %
p<0.01 3%
P<0.001 * %%

| Effect of PXson the incorporation

of 3H-UR into the Human Fibroblast

)

IE 3 2t (95.342.2%), BUN #1324
Y ER &G \WirEo) uridine & ) ZTAIFRI
CIIITFEIFREE 2 58 » 72, DARTARREsEERIC L-cel-
Is R Chang’s liver cell Z{FEH L 72 Z & »H % 25,
Z OAITIE Z T & ABSEIC Bioassay & FATL
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