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chiestlL T, FLEs k. HEEEANBEICKD ., BEMEE bt 2 L HMRNE
BHi 3., BERNEZEZSCHEA DL TREEEAV 3R EDOTREMA . K EEE
(5IEB) . aZABT (2HHA) « 8. Lovsd, BBEAR (4HE) . EREME (
135EB) . :t125HH. 84,5155 AD LiHEiEE&H A, RERE LTHREK (1974)
AEOHELSEHI BV TOHARIC & - TiB7: Duchenne & 121 FlDBEERE D Z RIS
OTEERE. SHcEE L (1979) »
Duchenne RILADRKEICKT 25-ERR. 2 HBRENBEATVN S, TOHT, Fa
Ho ., BEEEERY., BRENOHYR bo 7 4 —fERNT 3 ADLFEEEEEL
fzo Thid, Xl kSic, BESHEA. KESE3HE. LEEE3IHEB. i 11HE
UEDSHKSL D TH B 5. EHEFOHNFHEBPLPHESBVESVMBHE. WTH
LA, ChdDHRESHROERICHEIG L. Duchenne £, HHEP LBR., BHR
DEMD AD LOKENHBE. K2omBohic Lz, SFHEIN5.
1535, X 313927 FD Duchenre BBROMWISBITHESAHTHO (Demos KX 3B) |
M4 3. HALUAOKE. HER. RESEOBEHRRLED 25K ENIKIER
DZBK (Bonsett K& 3) THEH., TOLINRHEHAHSOBEREOLRBRICH
TEHTES. SBREBEINEIHRTH %o
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01334567 B850 RBR BB BH0
K3 ®EED Duchenne BT x bo 7 4 —
4 fiE 927 BIDHITRI BEES D o
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2. BEREESE
Duchenne Ricstd 2 EEREEE MK, ERE(HA SO, POERALIATVS
b5, Swinyard & (F2) 3 9BRE. Vignos FKIZ10BFE. Rusk — New York Univ,
Ri3 8 BFE. Zellweger RTI0BEREE WV »7c kI, HFRIK I VEDLuERMDH 5. D
BRI BVTIE, bBEOBRECEL L AREMBEICTIRT 24688550
F1:. FEBEOBEOBRBATICHLT, LEZOMORA NS D, F I ERAUCK
¥ 2 EHBE L~V OBIEH Y 15, ERICE > THEATV . (£3) LivL, —fk
fic v - T, Duchenne BILIADKREIC KT BHEEREEE AR B BREESB .
L R ZDOSEECHE - R EREFAOZBEBONTIR. LR LALBIATVEL,

#1 HITHBH O R b o 7 4 —IE « EITHHERILE
—Facio — Scapulo Humera Type ——
Limb — Girdle Type —
A- D- L. Evaluation (&iHiAR)
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%2 Duchenre BIEFTHR VR b o 7 4 —ED TR

1. Modified.Swinyard Classiflcation (Swinyard, Deaver
and Greenspan, 1957; Inkley, Oldenburg and Vignos, 1974)

R s =S < = o = —

Walks and chimbs stairs without assistance

Walks and climbs stairs using hand rail

Walks and climbs stairs with difflculty

Walks Gets out of chair but does not climb stairs
Walks but does not get out of chair

Walks with help— or indcpendently with braces
Walks in long leg callipers — not independently
Stands in long leg braces

Only sits in wheelchair
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BYR o7 4 —EOBEBEOERBRL X UBIERENRMEE. SBEBET 20RO
AR L. BSEA %8 L7z Duchenne BIC DWW T, T CRENLTIEHSSHD
BIZEMEZL TV A EBDOR 30, IOFRIC OV T3, AR EOTME. MisEERES
FHRZO 0D X DI BLETH 5o

s zs b 2

o R b e 7 4 —IEDREFHBZERIPT
ERERBOR—7 0 v 7 2 5 HRFEN
B L UHBILFENBEZT O HEEORE

BEARFERFHRE—HE g & — X
® H # W OF £t B
INEK BOR m it & B
=T S A ) 2 K

BHYZ o7 —EOZMPHEC IFGORBMEGFOBESROENLCFRELTAVS
h. BABEREEHITE /. BERKEOHE LN, MLy, EBEOSTIC
LIALE L DHLVAIESESA TV A5, THICHEE L TREBENHR S —BEE S 1
Lo

A70 Y2 VFRIREE L TERBORBALIEN. MEMLEN. BT HMSINBIEICE
THEMEERREL. BYVR o7 4 —FEORK. REFAKETICLEENET 5. A8
KREOBRBR TN FNREORFE L >V THHIBEZNAEET>TH0. TOXTHERIDE
Kbilc>TWw3. LEROHNEERT 515, ChOOHED UL L{XBETET—<%LD
S, BET 3 2 v 5 — SEHEI DR > THEFEETOBRHELOLVEZEZ TV S,
1. XEAHFEOF—VOER

HEHED 7 — < RERE L THE LT - TV 2RSSR EOBH & Bl e 3
ESEML, K70z b F— LERAOHRCEOTREST 5 EHBBLVEEL Bo 5
. BMGENENESEOWREL L TRROLINEFEOONBS T ON 5.
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) BHYRbo7 4 —EOHMBLHWEREDRE

3 stEmoBZE OB

8 BIREDERIL. grading OKRET

5 YR o7 —ERBBIOREDER

6 BiEOBAric & 5 HFEEDOHE

N Zofth
I BHMSB3FEEOHRE

AEREIE LROET — <0 5 bEGENRRAEOKRICHT 3 B OV TETOREE
fTo70 ‘

BRHERICEL TRRECTABROFHA*BICEBLEILERETSH . HIREDE
BRI G IR ->Td, BERBEOHBENR RO @RS, RN RSUHA
LN~ TEfe CALRENTNR - IGBRIC K »> TEADMERE N B 12D, MEpDITVE
BERTOBELTITERBTENLV. LALRE—7 0 v 7 o MBFHIBERLT TS
& MBMEENBIER LTS 315 SRR T T 0. BRLEER. BRI X 3Bk
AR BEREATEI S5 E BBV LROBHKP R >TwEL3EbOS. CO
&5 15 BB A D ERYE L BE McLeav, Nakane ) @5 R 2 k- CHRIATE D, ¥
BRIET TR ZOHELAVT—BRE. PASKG. BiiRorkh, B TyvAaY 742
7 75 —¥, EERUIRT I - EREORRMBE. BIUREBHRANRESAETSH >
fEHRELTVS.

BHREOBEORRCHERAEILFE L TR, gD Type #4515 HHIE LAZNADH
Myosin ATPase RIGHBIERUETHB. 2 T LIAMOEE. @l 2L 7oy 7 25
TEERET-7

S |

EE<9 2O BEH%S McLean & NaKane (1974) €73 5RO Periodate —lysine

—paraformaldehyde (P L P) BEEMICT4c. 2BREEL K.

P L PEEME : '
0.01M + NalOg
0.075M Lysine
2% Paraform aldehyde
EE® I B—4ThikL., JB—4BXUHEHR (1978) &> TJB— 4. Melhylm

etacrylate,. divinylbeuzene /B# (J MDiR) K@, 4 CRTEASHE/. ZOT By 7

AZBEDOI/Z O b—LKTS nEYILRISICE L. 786 P L PEBHRaME THEDN

& LB bSERORIGE RS, HBE Lo

) EEEZR



a) NADHKIGEBarka— Anderson #iC & » 7. BV TEP L PEE®R &IEMIE
S BRI-NTEBD Type | FBHESER L. (BH)
IMDEIE%TD LBRFEHDOETIIEL < Type | BHENSERT 2DA T, gk
D Type BBIHFES LTH
BENBETH T
b) Myosin ATPase It i3 P
L PEEHDE O DKESE
%, MDA 3 Type
SR DSETRE IS TR D TEME 13 B
- a2
PEpTES. BE Q%o e -%%f&;m% &Ry
FHBLFIINADH. Myosin A
TPase & OBHBEREIBOATOLEL,. UL, BEEREZLYIF & Lo RIGEED
SHIMT AL, Paraformaldehyde [ Formol, glutaraldehyde EEic 5T, N
ADH. myosin ATPase fEHAZKREI RS L1355 . A EICKHBEEMI CTBERDOLIE
2EorkMC L. £ POBHREBCHIEHL TRIAEZRILVEEZ B,

X #
1. McLean, W. I. and NaKane, P: K. : Periodate —Lysine— Paraformal dehyde
fixative, A new fixative for immunoelectron microscopy. J. Histochem

Cytochem. 22: 1077 — 1083, 1974
2. BMERE . R—70v /00X E (—f. Skife,. A8, BX. B8ty
BERNRRARESAREREREORS. EF0HPA, 104 (2) 1 112—117, 1978
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BHYR 0T 4 —EORBHETT 5. HENETOS bREMNNTFHREL BT L b
BCRSNTH D, i IPUE » BRI X0 bOBOEESEBICETT 2-BH > T, &K
MDD ETIR XD S - MELRE & FFREEST T A, SHHETH 3 HRIFECH
RicizaLEZL5H0TW 3,

HE, SAloFKFEOBIC S Duchenne MPMDEEBEED S5 » M LALIBEROEEIL O
THERESELSS 0. DBEOTED OREL 4 PKbT 5L, LRR2DABICETT 2L 2
STRVERENSECE, BIICET 3 IF5 ) R EFRBOF. ZOMOLHRBIEES
OFNDI IS ERL T LR EBRE S hiz. BRERNICIEEIVERTRORZ I ZETED
{150, REFELSOEREESIZEV S, ‘

CHBEICBIT ATZOBEIL. VI THBELOERERLE LT, HILVWHEZHALE
MENE . DR, OER. EERES SRS hFE. BERUCGIK L3 HEHE
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Duchenne ZDMP Zdulvic, fuDELIMRMRIZEM/c & 2. Werdnig — Hoffman & @
S ALENEDOMCEMGETRE bMA TERE S .

HEREM VX boT7 4 —fER BT AHis HOEBERIORFHNS 2 ER,OoBEEVICEN, A-
V7 ay 7158 0EREEEEE~DOEBE X Duchenne BIOLHEBROSETHLHT LN
LB E Nc. SEBERLHOMBIENRENSEE NS

Ny P ULBRIC L 2R TR, WEETIE I FREECREOZERC b &5 &b
5T B2E, VITav v F 4557 4 — L 0LNHBEOBIRBHET 2B TBEF L A
HFLVHETH B0 it L, DFRRRKEZBET. LRIZOMEEZRA» SARIHLK
BotHdT &5 uERBHAILEBELZONT,

FRIREEEIC DWW Tk, DR VET L AHERIIHROMPRET T REBAEILSE VDI
EREN SRV, TNTRERICE L TOBRODIIVRER F o —vEH 7 RN TEHDE
K BH I sRRFOHAEBREI N

RO~ & R MR, E

ESTHE R kB n R t

i

DMPEDRKREEEROER L & bIIFRFGNDETICHRT 2 Comroe, BN SIKKD
ERINIHHEUBEEETH ., L OBUETHETH D TORRKBFRALKEL. P25
BRI, FRREBERLEL &ic & 220 intensive care 4> 5 rebabilitation K E A ELE W
care ZELT Do

ZZ CDMPEEEOEREHO UL T, RRALKE S BEREMBENLELRIETHE
Mg, MEA R RELD b1 b S 2ELENEL. FBIEO O OB, JIRREEZ R
LT, BRALHEDRERTLTO 200, SEEN, REFN., £, MRFHEL
DBEDRER>TVBEDH, FLEDKILERBBLLDONUTVL IO, EEZSTL. 55K
h2BE GEMA) KHT 3EREENT Y o—-FOHELEBEEZAETL. EEENL
DHEITY 2 DMPIERROMBAEMARL X5 & LTEBRIFAZETEL /2o

B&IISIEELZOEESE LTEMIZHESR L D 232F0ER %87 RFAFRITDMPIEDFFR
RE~E 2 BEERIES EULORENHEBERFTHILEBNLLAODOTHD. SEI
232 Bl —MEE LCEOAREREZRNT 50

TEFIARK 232 FlEHRBIBNIC A B &, Duchenne B 164§ (707 %) . -Limb— Girdle &30
# (129 %) T, MOFRHBEARBDOOTHORE LTE EDBFTH-7co (F1)
 ELESROVWTHBEFHICEIVREVHFES L. Duchenne 3203 LL T, Limb—Girdle &l
TI220F DL, ZOMOHEBRESBLATLBA STz, HITREFSL LVBHEANDR 134



1’9“7‘:0 (i 1 )

RRIBIICABEE TOMRIc DWW TA 3 &, Duchenne BICI10FELIF. Limb—Girdle #& %
C Ot BTIER20EL EOERHE < . Duchenne B THRHE L 0 AR TOMEMSE, V.
(&2)

R, F5. oA

#1
years ~9  10~1415~1920~29 30~39 40~49 50~ Total
male 23 56 58 24 161 (©@8.2)
Duchenne female 0 1 1 1 3 (1.8)
type Total 23 57 59 25 164 (100.0)
(14.0) (34.8) (36.0) (15.2)
male o 2 2 7 7 3 2 23 (16.7)
Limb—Girdle femde| 1 1 1 o0 1 2 1 7 @33)
type Total 1 3 3 7 8 5 3 30 (100.0)
(3:3) (10.0) (10.0) (23.3) (267) (16.7) (10.0)
male 2 3 1 5 6 5 0 22 (57.9)
Other type female 2 1 4 3 2 3 1 16 421)
: Total 4 4 5 8 8 8 1 38 (100.0
(10.5)10.5) (13.2) @D @LD @L1D @.6)
male 2% 61 61 3 13 -8 2 |26 88
Total female | 3 3 6 4 3 5 2 2% (11.2)
Total 28 64 67 40 16 13 4 232 (100.0)

iR~ EE RIZTHERNEGE L TRHEAIZIR DV TH 3L, 30BEU EOREFIZ
Duchenne B T%< . ZOhEEES|TREZESECEREONEANE 5. HOEE
VEEHICS0ELL Lo EERIEF% 3 FlERD s (R3)

RRALCOLIERL - ERE A5 &, OHERH D 0.5 LLEFIZ i3 Duchenne 344, Limb—
Girdle 214 #]. ZDDOBBHFITH 70
Duchenne HZMEEEERNICA S &, FEHEE L OMELE ORICEBRZD oI -7z KIEE
H.2. 0PI E (B8R / BiR) O#lidDuchenne Blic % { FEEEOHETE & bICREHHTRICEL
EFsEmMLI: (F4) o



RS ABEZ D R

%2
ABzEommEEm | ~1 | ~5 | ~10 | ~20 | ~30 | ~40 Total
3 12 7 2
g =V 1 36 | Gap) | 31.8) (134)
g v 13 13 1 Al
=3 482 | @82 | (3.1 16.5)
< . 9 17 8 4
B 26.5) | (60.0) | @3.5) @.7
Q - 16 % 13 55
] ©9.6) | @82 | @36 (33.5)
® u 5 12 9 2%
192) | W62 | (348 159
Duchen : 3 55 75 31 164
chenne type a8 | @35 | 451 | 189) 70.7)
Limb—Girdle 1 7 4 13 4 1 30
type 33 | @33 | 133 |@33) | 133 | B3) 129
Other t 1 4 11 1 1 38
er type 2.6) | 105 | 289 | 289 | 28.9) (16.4)
Total 5 66 90 55 | 15 | 1 232
ota Q2 | @B | B | 65 | 65 | @2 (100.0)
REIBIFH (RH) L
%3 (Cobb #)
Scoliosis@ | ~9 10~19 20~20 30~39 40~49 50~59 60~69 70~ | Total
_ 17 2 19
g =] @5 @05 (100.0)
gy 15 6 2 23
g .2 @1 6D (100.0)
gy 13 7 4 1 2 27
3 481 @B Wy GBI a4 (100.0)
2 Wl 14 13 9 4 4 1 45
g,} Gl @89 .0 69 69 2.2 (100.0)
B u 2 4 4 3 3 2 1 19
(105 @L1D @11 58 (58  (105) 63) | 100.0)
61 32 19 8 7 5 1 133
Duckemne | g59) QoD W 60 63 G 0.8 | 100.0
Limb—Girdle 17 3 1 21
type @L0) (143 4.8 100.0)
23 9 1 1 34
Other type | (g76) (265) 29 2.9) (100.0)
Total 101 44 19 10 7 6 1 188
637 @34 1D G GBI G 09 | 100




#4

O Ol / 5995 BUsiH (Kot / Biet®)
: 040 050 10 150
~039 ~049 ~059 060~ | Total | ~149 ~I9 20~ | Taad
o 1-§ 1 18 2 21 6 5 1
& @8 @®&N ©5) 100.0) | 645) 5.5 -1 100.0)
g v 6 15 5 26 7 8 1 16
5 @1 G (192 100.0) | 438 0.0 (6.3) |(100.0)
R 3 % 5 34 8 1 2 | 11
3 88 65 (4D a00.0) | @7 @12 ais) | 100.0)
oW 4 33 14 .3 54 2 10 1 | 23
Q. a4 GL) B9 G | 000 | 622 @35 @3 |10
& u 4 5 4 1 2 3 8 6 | 17
a6 @25 6D @ | 1000 | 476 @D (35.3) | (10000
18 07 30 4 59 | 36 38 10 | &4
Duchenne type | 15y 73) (189) @5) | (100.0)| €9 @52 119]100.0
Limb—Girdle | 4 2 4 30 9 10 1 | 20
type 133 (B33 3.3 (0.0 | @00 0.0 0 | 1000)
6 24 8 8. 9 6 15
Other type (158) @33 @LD 1000 | 600) 0.0 100.0)
Bral 28 53 42 4 27 | 54 54 11 | 119
(123) @4 85 .8 | d00.0]| @ @soH ©2 |00
%5
~ %V C FEV1.0%
~19 20~39 40~59 60~79 80~ | Total | ~55 56~70 70~
_ 1 12 9 | 22 1 21
§‘ N @5 645 @09 @5 (©55)
5 v 1 8 10 8 27 1 1 25
5 Gn @6 G (26 G G @26
S u 1 10 19 3 1 34 1. 33
3 Q9 @8 (55 88  @29) 29 @D
o T 12 923 14 4 ! 54 1 2 5
2 @22 @26 @9 G4 19 a9 GO 44
B 12 1 2 : 1 23
@58 G0 @42 42 @8
2 46 53 29 19 | 16 | 2 6 153
Duchenretype | (') 86 (29)  (180) (1® 12 G @0
Limb—Girdle 9 8 6 138 | 2 1 1 o7
type 69 @6 QD (448 G4 G4 @D
5 12 15 5 37 1 36
Other type (35 @24 @5 (35 en @3
Total 24 53 73 50 37 | =1 | 3 8 26
106 @3 (22 @0 163 13 G5 @2




#6

R B0 AR
PH PaCO: (mmHg ) PaO 2 (m mHg )
~7.31 ~7.45 T.46~| ~34 35~45 46~|~69 70~79 80~85 86~ |Total
|- 1 12 2 8 7 3 3 9 15
E. 6.7 (80.0) (13.3) | (83.3) (6.7 (20.0) (20.0) (60.0)
g8 v 17 8 6 2 5 5 7 17
;; 100.0) (63.3) (40.0) (3.3 (33.3) (33.3) (6.1
- 1 28 1 12 14 3 7 9 13| 29
3 96.6) (34) | (1.9 83 103 (4.0 (3L.0) (44.8)
“ 3 35 3 16 12 9 | 5 1 19 6 | 41
g (73) @54 (7.3) | 39.00 (9.3 (@20[302.2) 268 46.3) 14.6)
& 4 20 10 8 3 |1 16 5 2 24
16.7 (8.3 @7 (333 125]W@2 €6.7 (0.8 ©63)
Duchenne 8 112 6 54 47 17| 6 42 41 37 | 126
type 6.3 (8.9 @8 | @29 @1.3 U35 U8 (3.3 @25 @.4
Limb—Girdle 23 5 12 4 | 3 8 5 7 23
type (100.0) @QL.D (62.2) U7.H{13.00 (3.8 @L.7) (0.9
26 16 9 1 1 8 13 4 26
Other type (100.0) 6L5) G16) G|GH @08 G0.0 U154
Total 8 161 6 75 68 22| 10 58 59 48 | 175
48 @20 G4 | 429 389 26|67 @31 @B @4
x=1 % ® % E K G
P 1 (mV) =l Rvi (mV)
~19 20~24 25~29 30~R/SI<I R/Sw<l R/Svs<l| Efi[10~14 15419 20~
I-N | 16 1 1 2 13 1 6 3 1
g @ |89 66 6O ALy @2 66 (333) 6.7 5.6
g YV |18 5 1 1| 6 1 2 2 | 1 2
5 20 |@5.00 25.00 G.0) GO |(R0.0) 3.0 100 [10.0)]|(35.00 (10.0)
® ¥ 21 5 1 2 1 18 3 5 7 3 1
S 09 a2 G 699|619 61D 103 (172} C4D  10.3) B4
g w 38 4 3 1 24 33 5 5 | 1 7 2
@ 48 (@6 BT 65 @G22 71D 109 (10928 152 4.2)
2 W 2 2 11 20 4 4 6 2 1
o 29 1917 B3 458 @3 W67 |16M (5.0 @3 @2
Duchenne 10 17 6 4 54 91 15 16 | 37 17 5
type (31  [(®0.3) (124) @49 29]G9.4 664 109 .00 24 3.6
Limb—Girdle| 22 2 2 6 9 2 3
type @6) |@&6) . O.D (23.1) (34.6) ()] 11.5)
Other 2% 2 5 8 3 2 1 2 2 1
type 8 (@29 7. 7.9 @®6 10D |gD|aD @D G6)
Total 158 21 8 4 65 108 20 18 | 42 19 6
(191) @7 4L (@2 @10 665 105 2200 ©9 @1




BEMHRIC DV TR, BV C 0BT O EEBKEEHE Duchenne Bic £ (| FEED
H#ITEE bR EERGHEERSEMT 3 (£5) FEV 1.0%1395% L LOEF CIEFEERN
CKHD, AHEMOBRTEETHEILERLTV S,

MEN RFFEAEA2E. PHT.34UTO7 Y F— ¥ 2%R$H) 58 Duchenne T8 FIH D
BEFOHETEE DT Y F— Y 2DHMBA SNz PaCO2 KDV TIE, 45mHg LILED
hypercapnia #i3 Duchenne &174). Limb—Girdle £ 4§, ZDfthDR 1 FlicAH S,
Duchenne BIDPEERE & hypercapnia & DOREIICBE D S /idh »7ce Pa O2il 20T,
80mHg LI F @ hypoxemia 3& KA & &% DREFIIC R Sh. Duchenne BIDEERHET L
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Duchenne B ¥ 2 + 0 7 4 —BHIZ. SIEMBTEE L. WAFICEHAE. KRUEY
2E2CERBEILAISATY 30 40IE Duchenne B ¥ X + 0 7 4 —fED kinesiol ogical
approach & LT, ST RHHS X CELBIBEHTET T &l &V, AEDHTHES L UIIHL

LD ST ERABTzo
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Duchenne BIfF T2 b 7 4 —fETIR, FLNBTFH 515 TCOMICABMICADLOET
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BT » BT 2@EABAH LN B SENXI0FFIHRDambul étory phase D HERAFTHO
Duchenne BFYX bu7 4 —HFNLEHR L., AESOREREHEITLLEENRBELL
THRFEL . _

ABITRIFORTE : 6 mOFE 4B BOHEE THEME. TOHED 3 mik kickk - 7 RENC
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X SICBITER GERILIz. YR a7 4 —ETRBEOHMBLELEERIATVERVT LSS
o, MeEEEZEAESRE L.
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# B

BITRBORE | EXRMBEDBITER (Figure 1 —A) TRYXIANK, GREER
EDOREDRE I BN RUNTH 208, FivRr bt a7 4 —EDRY (Figure 1 —B. C)
T3, ERMEMNILC, KRBAE E ZEFBE . BLEEFALVEIAICEE, TKAER
LR NOHETTHL0REME L 2IEH% % BT, ambulatory phase Dterminal
. stage Tl3—3—5DHIROBLHED Stz (Table 1) o

B E.LEHZHAIE . Ducherme B Y X b 0 7 4 —EOBIRS LA LA O BOBIEIMUORE

MBI UREBITIEM G, EXUHREIHKRT 2R 0ERE . /AR LR L
KL TH 5 LHELHEFERFE T, PR TRERFEDOIZIT 1965, REBITHE#ETIH1.615T
0. EEMBRTREX L84, 1L5ETHFEZERBEL, static WERBRE~Dvisual
input OFEREFELIZFELVWERDRK (Table 2) o

GAIT A.D.L
A POSTERIOR LENGTH INSTEP
| TIME IN10M WIDTH BETWEEN ANTERO—
PATIENT | WALKING |BOTHFEET|LT-RT|RT-LT|LT-LT
SEC GM W CM CM CM OUT OF 48

1 25.7 257 36.0 32.7 68.7 39

2 32.7 158 19.5 22.2 41.7 39

3 39.6 11.2 26.7 28.5 55.2 32

4 12,5 11.5 56.0 51.0 107.0 41

5 244 11.3 28.7 29.3 58.0 45

6 18.5 6.5 36.0 36.5 72.5 40

7 18.8 23.0 36.5 42.8 79.0 40

8 129 5.0 46.9 49.3 96.2 45

9 . 145 8.2 38.0 37.0 75.0 45

10 14.9 16.8 29.5 325 62.0 41

11 326.7 23.0 10.2 2.3 12.5 24

(NORMAL

CONTROL) (23.1£86) (7.6%35) (39.4£9.4) (38.8+7.9)(79.0+£16.8) 8

Table 1. A Parameters in gait in nmormal and
Duchenne muscular dystrophy.

B : Measurement ways of feet pattern in gait



1\ b Area TotaL LENGTH  ANTERO-POSTERIOR  RIGHT-LEFT AP LewTH
D o MM LENGTH i Leneth w4 R-L Lo
LT.-RT.
Eves Qpen 9.3+6:2° 548 + 173 27.0 £ 10.8 32.4+9.0 0.83
LT.-LT. l w05:40° (€ + 120) (3.4£88) ®6£62 (LW
T 9 Eves Closep 16.0 + 12.1 853 + 348 34.9 + 13.1 2.4+ 12.9 o8
(7.2£6.5 (748 £+ 212) 4,329 (33.8 £.8.5 (1.04)
RT~LT. *
Feer Open b,5:% 2,2 430 + 155 213+ 6.4 M4 ¢7.1 10
l (LEAST SwAY IN AREA)  (4.72£2.4) (448 £ 110) 21.8£52) (18.0 £ 6.00 1.2n
£.C./E.0. 1.0°: 0.8 1605
1.8 1.0) 15204
; Feer Open/E.D. 0.6 £ 0.4 0.8+ 0.2
: : 0.510.2) ©0.9:03
ﬁw.f—
Ncewe PMD. Mew 28D
MorvaL Mean £ 5.0,
<z Table 2 . Measurement in sways of body gravity
innormal and Duchenne muscul ar dystrophy.
Figure 1 . Gait pattern
A . Normal
B . Duchenne muscular dystrophy.
C . Duchenne muscular dystrophy (terminal stage in ambulatory phase )



N.T. 9 vy.o. M. NormaL CoNnTROL

Figure 2 . The sway of body
gravity intilting
in normal control

T.7. 8 v.0.® P.AD. ( DucsEMne TYPE ) H.T. 8 v.0. M. P.®.D. € DucHENNE TYPE )

T.1. 9 v.0.M £ mD, ( DucHENNE TYPE )

Figure 3 :The sways of body gravityin tilting
in Duchenne muscular dystrophy.

F.W. 10 v.0.M, PM.D. ( DucKERNE Tvpe )
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Figure 5 . Comparison o
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Figure4: A; Standing picture of Duchenne muscular dystrophy.

B ; Feet pattern of Duchenne muscul ar dystrophy in standing.
C ; Feet pattern of normal control in standing.
X ; possible point of body gravity.
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f tilting reaction in normal

and neurological diseases.
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RICSIATBFH RREREZE 5 cn T E IR TW & | BADELIENMEZAEST &, ELH
BEESR/NE 2 ARICRIEE TRAKROEASELGOROLDEN 2. YR btoT 4 -
ETREGNDOELOFENEATENDELOENIBRIEE L 7o

RiICASF@MEEZ T, AMNRFEERET ZHNT, ISL>TO3EDHEIHDtilting %
T, BLEEPEFEZEGE LI, Figure 2 BIEEFOELEETH Y. BIHND2° DA
%5 tilting T, ELARELHEAN. KOTZOMBEDRIEE LTHIAN. £ L THAKR
HEB. —HHYR a7 4 —fE (Figure 3) Tid. tilting it LT, FHADEE~DEL
FEhidH 50, TNRESHTIANDORIGB/NEL LB >TVE. FHYR o7 4 —ETORIHN
DHELBENIL, BETTOHNAHKDZELESNE SICHIIITS T &S, EHE L7z heel cord
TREZBEHONLRA M) Y THBO > o, CORDATHRITrE LD ET 3EENIHL
BORDBIANDENIWNE VLT E B SN 5.

(& #®)

Duchenne Bfh ¥ R b0 7 4 —fEDE  IILAIFFICREHERTS, RNRMZREE L ZT LMD
NTHY, CORBELEIBEOELRBEFAIOORIAMBL TS (Figured) o L
LBBEEBAMADBMD LB WIS, &5 W idstatic MIKER R - TV 373 5, ambula-
tory phase OKALIE TR LA EINRBBTERVEEERVT, BFEREHI T LEE
KRBV LOLBEEZE»SHBOATHLALD., MbHM-720. $50VRBBITEGTEE
BEVDOBRENAERELE 155 MABKEEZFICEGT 3488 EEE LD BRIICDAD
HOPTOZEHBBEIND . CHENFHEPOE T 2RI 3ic, ER 0
DIHIELREROBL S LVBLORABEIC L5 LBbN S,

RICBBRE R BBCOBEELRT. SEEERBOHYF T, §iHND tilting K
& Atilting reaction ZHELEHREM A bEicHELTAETE (Figure5) . EB AR
tilting i £V, AIE B NDENNZFHATH D 3o Duchenne RIFFVRX bo 7 4 —ETIE R
Rz kSiic, BHENOENEBS LN T T, A NDOENIRS SNILWEFHE L,

B/ MREME TR, ZEMREOPRMEEFIC LY., tilting K& DAIEADRAIZKE |
RAGEUMNSHBEL TV & F ¢, Parkinsonism DHBH TR tilting 2175 &, BIANT
- EEFVHHYRIEORUMMBED 5N 5.

BHRE B input & LTI 1) contact, 2) vision. 3) proprioception . 4) vesti-
bular function st 5h5n 4 45, FivR b o7 4 —fEClvestibular & %\ idvisual
M»5O0 input IEE I NG, proprioceptor & L TDspindle COEBNBBH IR b7 4
—ETEALbid 23 HEH 503, BIEHHEL 7o TR BV T, SATEFMIERC contact 43
EEOBETHHD. COBEKRTOERERF; afferent input OZELNBED LN B TDORE th
. WAODinput KM LT, RE#EEEZMN LI output BRIGETHAHHICH SN 2HHRETONH
HIHE T modify ShTHET EEEXL LN B,

— 82 —



(¥ & &)

Duchenne ®IfF V2 b a7 4 —fEDILAIRE. SHITREA BT L. static WIREBTRELE) FH3
CEEEARSNELZADIIVENC, dynamic KRETRELIHEBLUHT NI — Y Tid 8
Ao, BRBRE, HHRKGHEEEEL THLkS 3 L EBbhi.

X [N :
) EFFTE D ERMEEREOENI) BB TO stability OBWEFENET. BFOD

HWH, 106 I BIXA A&, 1978
2 Magnus, R. : Die Korperstellung, Springer, Berlin, 1924.

PMD (Duchenne type ) O 547z ADL &REEE
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2 BRI E— R
ML % R % OH % B
w5 G e Mol B 3B
%2 B R X wom o E
moEE B W 7 o4&
= B B oM@ L A & T
HoOBog = e 2
2 oA At # W #F 3k
Kk B OE 4 MO KR
NN WO B E
ol % NES E B
HRIT 5t

— 83 -



(5 )

Duchenne typeDETHFH VX b a7 4 —fE (PMD) OBEREOCOFESHHEBICOVLTD
BRI, ZORBOEBREOEE. BHRE L TOBEIKEXEDRUABEOBND D
KEREETHLEELDNS. TAIRBEC 1974 i 5 FERicHI 5 121 EHOADL
(Activity of Daily Life ) (BEEERSVWTHE DUz-28, SEIGE I Z DR BT
HAEEHTIOEM. 190EMIKODVTADL LEEFEOESHEBRERT LIcOTHRET 5.

- (F &)

HETHEH Y X ba 7 4 —fE (Duchenne type ) @ 10 FlEdRE Lico NRRIIEHETO
EERECOER & ABEEE (EVHERBELS XUERKR) 130fEFTH . 10FEMichbi
> TREOEPRZICLIVZDADL LEEETRIT Lic. FHBIEMMI T84ETH 5. A
DLZEMA. $HERNADLEEI XD, BMEERIN, Y. LRETF < LHABERES
itk >/ ILADLIBIREBME (1) HOTHOEME 2) SEIBBERE. 3) A%
BhOLBCAY, BROEE. 4) E5E. 5) MEARI» SAICESE LB2EE) . IZfL
BEILME. (6) XHEDEIE. 7) d->TVAEIE. 8) HITEE. 9) LPosUE#HE). LK
B, (10) HEEE LB E11) | 12) BEREMEE (Lo, FOE503) OREBIKSL
T BHEICOVTO~4 05 BFETRAL TBE G 2100 %E LTHABIC X DERAL .
BERI I ~MEDSBEHEICLD., B BREED X/ X/:58 Waddling gait EFE
BIEMRIBIC THBEL. SRR N REY MR LICERE X CORBER) THO.
BROBEREZORELREIE TR, B&0 T, W@K%rao BRROMNB 0
BRI T bHIR V.

(% £)

12HEEDOADLEHEEEFOESHES (K1) £45&. HHIIMEMAL, BIBHTIET~8
FURNFCTADLBESE ESIREERBT L, 7T~10F TIIESE 101 BOETZAD5.
R2FPURIRDPPWZPOHENRL, 12~16F Tid 4. 1 BOREBTE 0. 18FLIKRBKII0BD
ADL > THIZTVWIREELE L 2. BEEGESMICRERAKROKEZEL. BEORERE L
FIZT7~11F1TO.7 5., 12~16FICTO.5FEL D, 18 LIRTREEERZBIIAELER

%,

KICADLI2EBZK E#E (K2) . MABSBES XU LEEE (K3) LERART
f£ (K04) k20 Tik~<3,

ELEE, IbE0THhD. LAEH, HEY, 2L, E505HEONT. Ai2EL
BI3ETRTOESHEBIELILLRS. BOTHOOIERRFUMLOETLTV B, &
BRRIC W B0 T L. 207 LI T H65B L EERT o T BABRBRFE 7T FRIST &
THREOTHPADLETRSE 1 HBELD, HOTHOIERVTHOIHBICENTEESET
BOEONTH B . 0FLIEDADLOBEENBSOLNTHEHAMMBABREE S, BEO &

o



EOBEESADL & 3EREOMAAETT 4. 13~14F PRI CHEHPADL LD bFWVE
Ao fh. BEOBERESHELD bADLHEL LTV AM, 227K T21%THY
T o0F PN TERADIE S, PHRESKEVAREREET 5. 22 EOBFRFIADLLE
RITEREDEREZR . 15T PIRIE S EFERRICEIADL L0 b{EVEZRT .

X1

p PMO (Duchenne type) DADL & EZDEBMTS ALE

10

e===All
—RE

190 7254
FoREEMINF

i

bl ]

X2

o PMD(Duchenne type) MADL (EELEME) DEMRIS

30405 8 7 8 S 1012121361516 1710190 223 N e
n

AT ENEIES & O ERE{FC

ToOWnTiR, 8FHS12~13FET

DADLODETHFEHTIL-TH
BEEIC OV TR 8 ~I3FTDRE
DOFEHADLETIR13.9%. 3L
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£ L. Photocorder ic THENE & bicEBFCER Lz K- 1 BEBEICET 5L &
O—FlERLTV S FHRIAER. IOERTRT L DiC, Biting Force MERHICH
LT 28BEANT, Integrated EMG & Biting Force %G S € Tkt D0
ZHEIL. 2h%E puV e sec, Kg+cm IEHRK. B/h2FERICL0EAHEAZFAL
TERES y = a+bx DOLJEb %K. Th% Voltage/ tension Curve D HJE & L

7o
—PMD
Direct EMG = AR W = l_

1 Voltage/tension = = ‘
Curve fIFEED =D == =
R & AN O = =
& i =[20u¥sec

Integrated EMG === =
=|10kg
Biting force| e S S=
e T [N (IR [RERT Senic Seiu T H
300msec

c) Silent Period

BEREICT6E] / min DEE T Open—Close —Clench Cycle %46 U. TODEOHEF
ERMEE, 3TV -4 7074 VEERUTHRERLOFHL, ez bt Y-
LT. HoEiick RMHERZ A%, BALBHEATAC— 201 i TEYMEL
Silent Period B % TO®KEHA L7z H— 21332E]ID Open—Close — Clench
Cycle BOKHHEN A EEMBL - B@DO—F%/RL T 3. Silent Period HBE T
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DB PV - ESEBATLTH O - 2 DERHE TOREIE Lico

2 Silent Period DItk

A 6313206

SN LOT. HIE S A =S
FEid 100 msec /sweep \/ \/ T
Td 5o RENZBEFD . T
BIEREIEE R .

d) Jaw— Jerk Reflex
FPHBREICD LHADOSE, ?%ﬁﬁﬁ{ﬁﬂcﬁﬂi?;@?ﬁ’\ﬂi%mi‘ HERE BEEFIC
T LTHTPIIER LIRIET, Y 7Ly 2 2/ Y2 — itk D FRASKEETEMTL
COBDORFSA IV F Y —<4 7074 Vit HERTHEEL, ChE MY H—
L LCEEFMTHOBHHERE AT A C— 201 KA L. REOFHMEREE L.
X— 3 {332 EEME S iz Jaw— Jerk Reflex D@D —FlA/RL T35,
Jaw— Jerk Reflex HiEl¥ TO#EIR b ) H—E5BATILIBd 5 Jaw—Jerk Reflex
HBR (RHD) FTOBME Lico
e) EFhEEHL (Therapeutic Exercise )
FROHMEDSE (£2) FHVT. MmEMELICE D HRECEBTbE .

_ //\ﬁ

K3 Jaw— Jerk Reflex Dtk
AR RR2EEAMES N/ bDT, FILEER
50 msec /sweep TH 5o
KAV BEEDORIEEE R T o
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. X4

ORI BT 2@ Ls. 1HE
f. Voltageltension Curve %)
BC. Silent Period £ XU Jaw—
Jerk Retlex HiBlE TOHEKICEX
El2 o

Pre . EEHEELAH]

Post © EEFEHER

—.BJ -~ 4
pre  post pre  pot pre  post

% 2 FOERIKBY 5 E8#E: 0. HEHE. Voltage/ tension
Curve O%4JEC. Silent Period XU Jaw — Jerk Reflex
HBET TORKIcEIIETEE

Masticatory Voltage /Tersion Silent Period Jaw— Jerk Rflex

Pre. 215% 0.108 15.0 msec 70 msec
Post . 327% 0.100 152 msec 6.1 msec
BERERE T BOFEEERT
Pre . E@hEER]
Post . BE#fH:tk
€~ £)

%13, SORERICET 5 AEHEEEZFIA L B85 (Therapeutic Exercise ) B
BEK 1 TR0 2 HRECEHEMIEERL TV S, 2FiC [RAPFUST] TE%E
BELTWL A5, fFic, HEBREM K. T. 1. 3. AOMSBEBIKIE /e ERRFA T,
X4, HEA., Voltage /tension Curve D4AJE, Silent. Period ¥ XU Jaw—Jerk Reflex
HEE COBBORIEEREY 5 7icLi- DT, Hiid#nT (pre. ) E#% (post. ) 7R
L. fMshiz, £ OMHBHES % T, Voltage /tension Curve DAER, Silent Period HXU
Jaw—Jerk Reflex Bl TO#E4ZHhZF N msec BATRL TV B, %213, #Hi. #k
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DUAMBE. Voltage /tension Curve DOAJER. Silent Period XU Jaw—Jerk Reflex {52
¥ TOHFOEHMEERIC LI SDTH 5. HBHEIC DV T, WENICH~NHR 1 YATLRT
- DHEBHFICBOTHEBSAE S -THEY, FHHETIEWET25.1 BTH > cOBKETIE 32.7

BEND | BOGERBTHERICHEERDOZMNBD Gz, Voltage /tension Curve IDWT
3. 1 BEREHBTHRMNNE LD REBMERHED Sl o, EEERWRAT0.18. ik
0.100 THERICEEDZZIAY ot 1. Silent Period thEF TOHBEHC DV TIZ—
FEDHEEMBED SN, 7o Jaw—Jerk Reflex HBE TOHBEHZ OV TIE. £2TD HERE
I 5T DI C 15 > T2 | |

B AATH 7.0 msec. ik 6.1msec THAEMIC 5 BOERBTHREDEZBED SN
1o '

(& )

Lenman 8 (3. WALE BRI OB —EOHIMOBS KX LT, EHICBIMT
BERMMOBEETRT SDOTHY., HOYREMIFRTHH S EBXTVE. —H. BHDO+V
— =y ik b, RERMARSHEM D U, BHHEAD 3 b3 FY Ticd 5 BRICERIE
pibah s 820, BBEOMREIRLNEE. ThoDl Eh b, PMDEHICEW TEEHR
EETIE BEREGLRES N, Voltage /tension Curve DAEMWNELEELEELON
%o

Jaw- Jerk Reflex i¥Monosynaptic Reflex T b . ZDHBE TOBER., RICEH %R
+EEIOND. THbL, BRI 5 &, BHAHHIED S OROHEA /¥ R HsfE] R
DB EES) = ~ — 0 % Monosynaptic ICE#E X4, End Plate2 N L T. FHiCEKHIEE b
EESN3 3 TOBMEEL SN, RBI R, ¥FT2BREL ODDNBETEILEST,
U F T AEDNB LB EARELTED,. T/ Karpovich 0 @fobv—=v7
itk > T EndPlate DIREBI LT EERMEL TV S, _

AERERI D, KD Jaw—Jerk Reflex HEBF TO#ERH. WMATELELTE,NES
HEAE R LU0k, KL Karpovich BH&LTVWA kK. EHEEETI LKLY,
v+ 72D TransmissionBL{ -7 HTHBCLEBEILONB. WFhitL s, LD
Reflex Arc D ETHHBEHEIC LD Facilitate ShEREEZL SN B, DD LM
5. FORROBHHEIC LD, HREOHBBIEIHRES L., TOSEREABESAKE (L
kbDEBEbhz. '

4. PMDEZOHOBERICE Y 3 MFH{EdEs% A Lo E&#E (Therapeutic
Exercise ) #*IEHDTHMEL . £DLDHH% I BIOERLIPRETE A7,

LL. ZFAEL D, AEEEEEEFIA L BHOERICES T 5 L (Therapeutic
Exercise ) 3. PMDEH (1) OHEBBEOHBICHENTH S LRBRINI.

(x & )
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PMD#EH (B) OEBEH EORELXBNE LT, #EHEEELZMAL/HOERICBY
5 &g (Therapeutic Exercise ) %17\, BHBHA. Voltage/tension Curve, Silent
Period # XU Jaw— Jerk Reflex HiBE TO#IFIC W\ T, Wi, MigE BB L1.

1. HBHER ., 2TOHRETREL A EARERL. TOEGER. #HIS.1 Zho ik
 RIBEE ST

2. Voltage/tention Curve DOHER. —HFZBRVTIE. /MR HR%EZRL. TDFY
- fEITATRI 0.108 2> H#TER 0.100 & 1X »7ce
3. Silent Period B TO#EMILI., —EDHMBED SNIdh -7
4. Jaw—Jerk Reflex HHEZF TO#EKIZ. 2 TOHRE TH L 3HEERL. TOEHEE

(348781 7.0 msec H» S#TEk 6.1 msec L o7co

X #R
) EAER=. MK R, JIENE LBERY. FEE=. EARE. MEEL. AEF—AR

PMDEEOHBHEEEIC DV T, HMSEEETHS Y X b 0 7 4 —EEERTFFPIF SRR

HWEE. HBIh,

2 WEER=. /MW R, N@EfE LBEE, AEE=S. FAEE. MEEL. AEHL:

P M DB BXEE & K& & DB,

BIMS2EELITHR Y X b o 7 4 —ERKAAAARRRBES. HRID.

3 WA, MK R NEME, LRRHE, FEES. PARE. MEEL. FFLE:

PMDKHHERD Silent Period &2\ T

FRFNS2FEEAETHH O X b o 7 4 —EERARHFARRREREE. HRID.

) EEE=. /ME R JIBME, LBRE. FEE=, FARE, fIBAEL. LR

PMD®EH®D Jaw—Jerk Reflex it 2\ T ‘

MRFS2ERERETHR ¥ 2 b o 7 4 —(EEKRHAHARERRRES. BRI,

5 Manly, R. S. and Braley, L. C. : Masticatory Perform —ance and efficiency.
J. Dent. Res., 29 : 448—462, 1950.
8 Lenman, J. A. R. . Quantitative electromyographic changes associated with

muscul ar weakness. J . Neurol . Neurosurg. Psychiat., 22 :306—310, 1959.

N EEER. GHEAN. PRET D OEED> 5 A I HRANIN., FEORF,. 15 1 404~

410, 1965 ..
® Holloszy, J.O. : Biochemical adaptations in muscle. J. Biol. Chem., 242 :

2218— 2282, 1961.

9 RBFZE :EHOHE,; FEEHOLEF GEFAEXE) . HHER. R, 54-112,

1976.
'10) Karpovich, P. V. : Physiology of muscle activity. W. S. Saunders Co.,

Philadelphia, 256—33, 1965.
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DuchenneBI TR o =2 b v 7 4 —iE & MR
B EHIEO LR RICE T H5ERITD

WT (E1#H)
kYA S R g
S o H N R A
AR % ¥R AR
4 B A F
(H &)

Duchenne BETFHBH VR b o7 4 —FiICBOTE, HURBEBHOAI ST OHICOBEE
BT ERBICAMONTVECETH Y. Fx BELICHABIFE S K US2FERERD Y X
bo 74 —ERERLSBFICZOLERIAR L BIERE L OBEFIC OV THREL TV .

4[E)i3 Werdnig— Hoffmam ##EJ2 & Duchenne RIffTHH YA b o7 4 —EBBOLEE
I s R R 2 RS Lo

(Fik& i)

Mingograf 62%{EMH LT, L&, SHERME. OBEX%E XD EE 100m /sec. TRIFFLCE
L. PEP. ICT. ET. PEP/ET. ## L. PEPc . ETc & Weissler FOX
ARAVTEELK,

Werdnig— Hoffmann KiIKASH 3. 0BRNOBAHEBREZRET 2HHNTE V2 — VK
BBIMS 6. (FSEEEY2—SD6ORAY, FHMEET2— VDAV EEEALT
2M@, 4@, 8@, 16@E. 32[@], 646D 6 BFEEDMEEITV., EOMESBEL»ERIT Lo
Hit HENREHOLER%E Mingograf 62TE S L0BROLIKERT, Q DREBAEREE
$5CLIREDPEP, Z3AILI,

FHRi2 9 FB#ED Duchenne MAEFTHFH VA F o7 4 —EBR T BRU 9 T FBEOWerdnig—
Hoffmann BR2#4TH 5.

(& £)

Werdnig — Hoffmann & BEOLEBERIIKIZ. K1 iKRTEL . HBEROBABRSNQ
DOBIEEBRATH 5. COHBRERET 3 HUTESMEESCAS N .
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R 1 X 2.

Y.N. 9 yrs, male. Werdnig—Hoffmann disease.
' Y.N, 9 yrs, male
A Aok Ae Aottt T W PN A Werdnig—Hotfmann disease.

! . X . i~~~
M—'ﬁww M PN, Py SR ,,,..,,A,,...._,,, l. L St lf o .
_.\.A,_rh._ *A,.—\____ %‘A_./\_.._ A V2o~ V2e e~

| PP S [} B
.Top tracing : lead Il of the ECG.

Middle tracing : Signal delay

Frel e
Bottom tracing : Electronic averaging of 4, 8, 16 and 32 sweeps. e —— 3~ |- P

-~"="-

mw\-’\av‘.. Sl AR TN Y4~ /.;,'/\

3. o
VLW~ o ) ”“.v‘-‘v‘-..,-.” L |
T.0, 9 yrs, male. Werdnig- Hotfmann disease. V8-

Lt ~ ”
.th\».f\”“/rh‘l*“ ““/ —

' .
h - j i .
,~.-\....,_)‘r, lr_.w.\“,_ oy Wl r.-»'«—--«../v o i titer oft :mm fitter ON.

' "’”"’-m —— e ""‘"f"“‘"\‘-’w— A—-’rm

. . .
.\.,J/_--—\__._ — e S ’\J-’A—... 'r""
Top tracing : lead 1| of the ECG.

Middie tracing : Signal delay
Bottom tracing : Electronic averaging of 4, 8, 16 and 32 sweeps.

B2 34X 0 EE 100m /sec. TLREIN/-HDOTHY 4[], 8], 16[E]l. 32[E& FigmE
ZHPTICONT. LERNORAHBERIER L. Ficid, Sh0DLEREESE S5HhQ
BERET B EHTEE.

KX 3 i2flD 1 H|D Werdnig— Hoffmann HOERDLERTH % X 2 & FEEEI32EDE
HMBEETICERIDENVEEEMO M T T EDTRETH - 7o

LDEHIRLTHONLFEEE Y +— AR F V EIRRT. BEIC Mingograf 62Tt &S e
LDERBEO LIcCEIRERT.E» LTRS LQ OBEEABIN 2. K6, COBRHVSHL
BRI EEMEEDOREF UE D EED 10m /sec. Ticgkdhko ERPEP. =Q -
I1-ET. ORI XY PEP. %3#IL/o

% 1iK;RTTEL PEPc i Werdnig — Hoffmann #EZTid 0.112 #icxt L T Duchenne
RETHBH YR tao7 4« —FEBETIRO015 BHE. LDEEERL. PEP/ET. BRi&ETR
0203 it LT, ®%E2 0311 &, ¥mMOMEE%E/RL/ . ETc BRIFTIE 0410 icxd LT &
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#HTIH0.3%6 B, WHEOHEMZRLI.

#1 Comparison of Left Ventricular Systolic Time Intervals in 2
Werdnig Hoftmann Disease with Those in 7 Progressive
Muscular Dystrophy of Duchenne Type for Same Age Group.

W H. P.M.D.
P.EPc(sec.) | 0.112 # 0001 | 0.115 + 0.009
1C.T. (sec.) | 0.023 £ 0.004 | 0.024 + 0.004
ETc (sec.)| 0.410 % 00001 | 0.396 + 0.009
PEP/ET | 02932 0009 | 0311+ 0004

¢« MeanzSD

(x & &)

) 281D Werdnig — Hoffmann B2 &E 7 HD Duchenne BRI V2 b 07 4 —EBE
DERNFHEEERE HERH L. BROESIANG I XD OFUTH > 1o

9 Werdnig — Hoffmann REBROPEPZET 570ic, £ FLBRNORAHENE
Bk BT ERENHEDT SN, Medelec €Y — VAGBE, (EFREE Y 2—v. T
meEe Y- vEHETACLICKDI2BTHAEEL .

3 RIVEFIDELCHSHIET IR TEZAIEVA DuchenneBIgETHEHI VA b a7 4 —EBR
BPEPc RFEPEP/ET. i Werdnig — Hoffmann#E RO Z v bt L THMD 65
%KL, ETc &L TBLOMEEERL .
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HITHRH Y 2 bo 7 4 —(EDOBERU.OLCEHEOKRE

BRAFRFHREAR
& m

B RAF/NER
5 H & 7 H 1%
g5 Bk E R A = BB

(Ix C & I2)
HETHR Y R b o 7 4 —{E Dystrophia musculorum progressiva (LIFTDMP &BR) .0
BESED LN LREIVASNTED, TOLREOREZMAL,ICTE LR, F
BRUOVNEYF—va vOEMPLOEELILELEEDNS.

Bii. $HCEBEMA 5268, RELTHEITTE 2L 0405, FBMAAREICK
2 DMP BIROLEEEOFE RIS ATV 20 UL LIFEMAHEIC X DR & ioDkbs
DR, BUOTHHEIC X D18 SR IEIIC L. W LRSS 5 L EZ SNTHD, FHl
C MEHETIRR—FE2 ~30i5EEHVTHAODMP BROOKEELTFHEST 52 Lidh
BOREETH 5.

B4 BEBMOAECLVBONILTE X0 F{DEREZAVT. @4DODMPEREDL
Bt XD ERICHEL VW EEA, UTFOCECRHLEOTHRET 5.

(R & LUHE)

%1316 D Limb— girdle MDMP®IR 1 &, 3F» 513+ D Duchenne EDMPHRE
TZ2TH5bo

LDELHHBERFZO—REAHER. 775 BFHESPL—- 10 pickup 2FHL. L
MEARLIZ TR Lz O aE I3 Time constant 1.5sec. —K#5i5RIE Time constant
2 m sec T. LERRUPLERE HiT Paper speed 100 m /sec Tie&kL7zo

UCG (Echocardiography ) BT, LENRBRUVEZREL -2 L 6Z, LEX.
SABARDE . OFBIE HiC Paper speed 100m /sec TitékL7zo Echo ZEIBAEEHSE U
CG polygraph TRE¥3MHz . 10nBOFEEMTFER V.

T/, UCGLofEfdILT 0 — 208K, LEX. HHEhike: & i Paper speed 100
/sec Tic&EL7c.

X5k, UCG LoM#ghikft o —208BK. LEX. SABIKE & L Paper speed 100 m
- /secTiegk Lo
BonfGL0iEkEd 55 LADVTROLDEREL. ZOFHEERDI.
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1

10

1)

12

Preceding R R interval

RIECRICESTS 5 R RIE%

Rto dA /dt

DERSBOEE O LOLEBX—KREstRO - 7ELORER (K1) -

(Peak dA /dt ) / A :
DREHR—RESHEO ©— 7 i & G AD.LRIHBEDORSDO (MAEORERY
Fr ) Tv—va YEIKICID=ZAFELEHFL. TOAREEIE P SHAEHKK %K
wi) ®1) . |
Q~1I interval
DEBRSBOHEE VL SLEXIEFOHE D % TOMRE (K2)

L VET (left ventricular ejection time )
FERBEDLS B oYIRE TOMB (K2) -
PEP (pre — ejection period )

(Q~1) — (LVET)
classic ICT (classic isometric contractiontime )
{HIESREAR D S KBIIRABAE TORMM. BIEfFATLT o —. LER. EBREORT
23XV classic ICT= (C~TA) —ET&LTkDi (®2)

true I CT(true isometric contraction time )

o LEIUERREEY S KBIIRFBIKE TOMME. HIEFIIR. LEX. SHBKEO R LG

LD truel CT= (B~OA) —ET&LTRD: (K2) .

I RT (isometric relaxation time ) »

KEWRFEASD & BIEFFAKE TOMPR. HigHaiks 2 -, LERORFCHEELD IR
T=0A-D&LTKR»H: (B2) .

EF (ejection fuction)

EERREEREVSERO 2 £ s EERAEIGENT 2 E{KEL. UCGEDEOoN AL
ERPENERIOEREZhZENDd RUDs &L, EF=1-Ds® / D&E LTKkD
- (K3) »

mVcF (mean velocity of circumferential fiber shortening rate )

L= HRTEHEE mVcF= (Dd —Ds ) / Dd. ET&LTHRH/ (K3)
RPEP (right ventricular per —ejection period ) '
DERSBOEE 0 » SHigRFRRE CTORR (K4)
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#1

AC

Case 2

.M.
(Limb-cirdle) {Jucherne)

i-Te-RR(mscc.} 775 537
R to dAa/dtimsec.) 85 69
i (peak dasdrd/A(sec') 27 29
o
pre-RRimsec.) 907 582
PEP(mscc.) 76 66
LVET (msec.) 291 247
PEP/LVET 0.261 0.268
classic ICT(msec.) 18 28
true ICT(msec.) 55 41
IRT(msecc.) 19 36
EF(V) 75 71
mvcflcirc./sec.) 1.26 1.3
pre-RR(msec.) 650
RPEP {msec.) 54
LPEP{msec.) 72
LVET (msec.) 275

2

Y.
{tuahennc)

Case 3 Case 4
Sy.v.
{hachenne)

641 627
72 69
30 25*
610 656
8s* 60
266 253
0.329 0.237
38 26
67" 36
34 36
81 68"
1.50 1.10
607
57
61
25)
{+> 15D}
T 7 X N AN
( (Duchenne)  (Duchennc)
Agfo-nn(msoc.) 632 579 608 625
R to da/dt(msec.) 59 90** 89* 117':
(peak dA/dt)/Alsect') 32 23" 29" 22*
Lgfe-kk(msec.) 700 638 587 62]..
PEP (msec. ) 73 90° 80 146
LVET (msec.) 283 237" 246 237
PEP/LVET 0.257 0.378** 0.326 0.614%"
classic ICT(msec.) 29 29 34 se*t
true ICT(msec.) 42 5} 60* ne**
IRT(msec.) 28 a2 4 38
EF(Y) 78 68° 69" n**
chfb(cizc./sec,) 1.39 1.38 1.31 o.50**
pre-RR(msec.) 610 597
RPLP (msec.) 64 143t
LPED (msec.) 80 139**
LVET (msec.) 246 217
{+> 1SD , ++> 250)

Changes with Digitalis and Diuretics Administration

30

(peak dA/dt)/A
(sec.”")
20

X5

1ly. M. DMP{Duchenne)

140

R to dasdt
{msec.)
100

classic 1c1’°

{msec.) €0

120
true ICT

{msec.)110

40
EF (%)

30

.7
wee °
{circ./sec.)y o

0.5

before after(day)
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(% 2)

8EFSSEHBONLTNThOLEIEDIEESEX 1. 21CRLI.

Case 1 ®Limb— girdle type D&EWRE. Case 2 DEBBEEREZEFNNHT 2 EOHLEN
BiEDDuchenne DRERB TR, HAUER T ~NTRE NREKOEBLSNIISDUAIRHD, L
BRIV EEL SN Case 3 DBEENHAERIERRISH T 2 BED Duchenne type DER K
UFCase 4. Case 5 OEFBIEREENABTIEDOBRHITLALOFANEBRE/NELY
Bons I SDUAIKSY. LEERBEALLVD, H->THBEEZELONL (K1) .

Case 6 DEBIHAERZENS T 3 BED Duchenne type DBIRTIE. £ < D5 BHE
ERLTHY. fAohOLBINE S 5 &£ SN, Case T OEHBEMEEINA T
3 EED Duchenne type DHBR TR, —HMOBEBBEOREMERLTED. EEO.LHEE
REEMBEZ Shtz. Case 8 REHBIEREENNMCTRBELEETHD. CTREIB T
AER, FREE. FESOLRSIER 12D S/ Duchenne type DERTH 5.

R S 11 % ¢ DOBAED I 18] 5 hic REE R L. EHICHROLRIEMEORES B
bt. COPTIRTHEFMERLC LR, EREEOREN LRIC XD BIEFEBHME
{1 BtehEEZEZ ORI (ER2) - :

B 5 Case 8 DEBICHOLARVARAZFZE L. ZORIBRTORIEEDOE{LERL D
Th b0 BWOFIROFIRARS 3 B HICREBEERY ST LBEORE LR ARITELL
T, £DOBROEIZL LA DBIEDET R E L T,

(& %)

Pl e, BELEEDOS 2 EHMAISFERIDEOSNAEEL, TEL0E D
EERFT ik, HLxDDMPEROLEIEOHEERELE LD ERICHS T EHT
X3 EEL NI

L L. BRESEROBRERCRIZTTEE. RWEBOEAL, **ﬁﬁﬂfﬁ?%ﬂﬁﬂ%ﬁ%o)%{t
HIRMODBEANDEF. & SICIEREEE. BRAESO.OBIEDACHERIBICEET 23ERT
MHD. iXODMPEROBREEL ERICHET 5iICid, 5RISKBLORITEET S

EEbhB.

— 116 —



HREYE R b 7 4 —EEDOLEBEREFEICONT

SLRTARZES 3 Pkt
mok RO g &5 5 F
R H OF B R 8 f1 X
ShRTKRZES 144 #
a i fi2

(B £)

BRBEE YR o7 4 —fER, BIC 1A b= THROHEROAL ST, BLOEKREEH
TEHLEBARADETATHS. $1abL, PRMER. ARMWTH. MEERELEERA»D
SRREICE I BIENKRETH D, POIRFED1 2L LT, GRICLERIRFEEHESI LD
MATREL POHESIN TR DBETLELZDLEXNREEAH LIEFAORE LA
EN3H, SHAICE CRFRDIEV . KD LEREILBETHRH R b o7 4 —fE (
FfiIC Duchenne B iC B} 2 LHEELREY ., FIEEERORESIAETH L L0DOTHK
7o DRONRBHBEKEY R b o 7 4 —EOHRFADLERFEERT L. FARKEERD
REOHR|PEEL M2 OILIHHEN € AROEBEREETHICHET L. HICER LOAL2E D
R & 13 A IEFIDIRBO R DML 2 RFT 4 2 ¢ L 2K ENITEME L.

(MRBELUHE)

EERAICEAZSEEE (grip myotonia ) AT I & b =7 (percussion myotonia) %%
b, ENHENOBHEGPR A ONIEFIEHEREME VR o7 4 —fE (Steinert ) ki
1A F=THROABEREEA O, BHEHOLVHIELEXEI A P =T (Thomsen )& Lo
BEZHMICIZ OFITHERE B . +RHLLHENX L insertion activity DEE
myotonic discharge DHBEZ AL,

FroREYE Y X b o 7 4 —(EBHI 18K R236] (F18Fl. L5 4] T. BRRLERGEREEDOFY
I 3BT, FHUBFREMIRI.0FETH L. R IA M =THII2RR 46 (B& 246D
T, LERGRR T 6.8 F . FERAEMIIE 153ETH 5.

b RHLERIDGEEIS Sherlag 5 VOFHER 1. 2HEB LT > 7.

# 2)

DEBRFRICDVTRIIREBE L. $68bb, HiBEW YR o7 4 —fETIE, 2361417
Bl (14%) I SHhDREMH S ZTOHIL IEFET 0y 7 85K6%<. QR SEE.
RRKk. A7 oo 7, AEAMUEESIORKRCIS. EEEHELL6FTICS. PR (P
Q) MR 0.20BHEE/AIEQRSMM0.B HEMIITHAID, QTHRMSHE T4 BEL
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Vo o BRI AR UIERI b3d 72 i, EREIA P =T TR 4FIP2HRIERET,
1P THOFEALE BEFRIc B 2 BB DOAHEDI.

E2FOENEHREE IR o7 4 —FED 26, £XEIAP=TD 1 Flic o0 THFTL
tzo BRMEEME YR o7 4 —ED 2 FI TR, BEEEHEYGHRE (A—HRER . e 2FOLER
IR (H— VIR picfEE L Ttz Wenckebach BIFE 7' 0 v 7 B O.LERIEA
ELEETH-fco RRMIA =T OEMIIFICEREHRRIEI E RRLERTRA SN P -
1o
(& £)

BB T R b 07 4 —EOLBREICHE T 5 RAIORME. 1911 £OGCriffith 2 OEH
ICHE 50 BRETREFBFIDEF BHEOLUFTL DB Sh, HIOLENFROKRESTEDN
723 — 9, Churchd BERITHIICOVWTHE T 5 L & bic, 252 FIDBEHRE XEpI &= 8t L.
Z0 3 HILBRICET 5 BRERD S > - D 134161 (16%) OHTH - 7208, LERERKO
H o1 DiF 222 Flh 192 F (86%) ICDIE »71co HEDED>1-REIX. PRER. QRS
DEEEE. LMFEL. ST- T, W70y 7 OIETH >1e DHETIIEHPICE < B
s, KIS 013 1960 ~ 1968 EDRHWMEF & HEH L. PRERBRESTHEL L%
BB U7zo BLS D IZERERFINITH (T7%) IKRELBDIERE L. HOORETH
IEEETa o 7 BI0FITIESh->T.

LUONDEFTOLENEERINOHBICRY. [BEEZET 09 7 BEHh > R IERDOH
&L —BF %o 112 Griffith 2 ORFDITMENCEICRN SN/ RIKICEI T 2 HERRCKT
DR I8 e AFBTIREILS T RBRIRZE B LAHIE 1 flb i oo &b, RS § b
LTWH. bbhOFITE 4 FIICRIRAA S0, 55 | FICRERREL ST 5BRORIR
Bote 1S T-TOEDA SNFIR. DRAONOEFATRERE S Eh 7. £XK
A P =T D4FTE ERO XS BLEBRFR FIEREE) BESEH 7. flEksd
15 ZhDAHTHEIRIRGSO N, PEBFEIRBE, > i b STILENREOE» -~ £
ARERENE Y. RFEBERLELCOMEREXGT 2NEPENRRBOEZNELATHY
QRN TRT 5 CERAEARERBEOLBHANLE V. BFHIFBIEREIA =T
DIEFFE S HDPLBAERTRIAEMA /20

e RHOLBERBABREORRICFATH Y . AEOLBREEERT TS ETHERHDT
EWRFRTH 5. HITLE2PREZE 709y 7%2BL. A—H, H-VHERE bIKEELT
WARZEEYD, ZOmMBEIC T O 70H 2 EB535. EFLERFlICEWTH- VRERO
HEEDASNEEFAORESINTED I, 20T &h o IKERLO THBREREROMENS
BTHAICLRABIEEENS. LDERETHORELLEFHOEKBMSHD .. TR
B TE2ALAEREIA =T 1 fITHE., e ZFLENBEETH »7.

BRIV TOHEBEEY R b7 4 —ETE., MEBEECX 3ZRAEEBVID., £FR
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HiCRRRAD ORISR LB b 32 & bRsTrmy T U gic ks sy 010K
LRI ERMEINE L. RERBEHELLALE 4550, - THEOLR
b AEBREOLERHEOASSRHETHE., FAKHEEBLTHL CEBFEETH S0
FHERNERBEIC OV TCORZPLERRBEDOHBITHFICED 2 LENH 5o

(¥ & &)

HREE YR b o7 4 —EO2FDLERFRERSL. 2b2fliconTe RELEMN%E
#efT Lz,

) 17F) (14%) flohOLERREEREL. [EREZE7 0y 7. AERIK. QR SOER
PERT v 71 EMBEL T

2 RBELERITIR, A-HER. H- VERE bRERL TV,

RXHEIA P=TD4HTI.

) 4HP3FDOLEBRIBIEETH » 1o

2 1R THOEEEEFZHICEI BB BSOSO COFDE RFLBERITIEHET
b')’:o ’

X 73

1} Sherlag, B.J. et al. . Catheter technique for His bundle activity in man.
Circulation, 39 : 13—18, 1969.

3 Griffith, . W.  On myotonia, Quart. J. Med., 5 : 229 —249, 1911

3 Fisch, C. : The heart in dystrophia myotonica. Am. Heart.J., 41 : 525—533
1951, .

9§ Church, S.C. : The heart in myotonia atrophica. Arch. Intern. Med., 119 .
176 — 181, 1967,

% Orndahl, G. et al. : The heart in myotonic disease. Acta Med. Scand., 176
. 479—491, 1964

6 IRIFBE—ARIH L LEHEAE S dystrophia myotomica D 1%, HRA:E, 60 479
—480, 1971.

7 B, I HREE VR P o7« —fEiCkd 508N XU His BOER. AR 42
. 124 —-129, 1978

§ FAE—. REBX ! e ARLEBRICX 2R 8K, LiKbT oy 7 O, REIRO T~
T (LEZXE#ER) . EHIE. 1974, PP59-7T6.

9 Uemura, N. et al. . Electrophysiciogical and histological abnormalities of

the heart in myotonic dystrophy. Am. Heart J., 86 . 616 — 624, 1973,
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10 Griggs, R. C. et al. : Cardiac conduction in myotonic dystrophy. Am. J.
Med., 59 . 37—42, 1975.- ‘

-1} Winters, S. J. et al. . Familial mitral valva prolapse and myotonic
dystrophy. Ann. Intern. Med., 85: 19—22, 1976

1 FAKEREE. RREEEH . LEHSHA -7 myotonic dystrophy @ 1§, HA&E,
65 . 380 -381, 1976.

%1 0 % B AR

FREREME Y X b o7 4 —fE (236))
iE w 6 (26%)
Ifg’:ﬁifa v 7
b b
A % IR
A O IR
AR % IRk
SR M7 Ty 2
QRS EE
HEAM
4 & 6L (70.09) 1
2 W& 1
EERBIA =T (4
Eos ' 3 (75%)
TPAEAL -+ BB 1 (25%)

17 (74%)

W O NN = s =

#2 E2RLOEBR

&R Ex % .OEKR
w4 | PR QRS ATH eV we  SNRT™
EEMURLo74—56 F|026 014 | 66 140 70 120 1460
" 38 M|024 008 | 83 170 65 120 1100
HFBIAL=T 41 F|018 008 | 67 70 0  >140 1120
GE#1f#) 50~120 35~55 >130 <1500

* * Wenckebach REZ 7o« 7 HEBRO.OEIEEE ( /49)

* sinus node recovery time (msec )
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oz bo 74 —EREICBT 308
—LEBERFRAPLEL T—

RALKF IR BB 7L e 2 I
WO RO Bl B4
&AL REEA M g B B —

(8 i)

HREEIZ bo 7 4 —fE (UITF Myot.D. &B89) XU Duchenne RIEFTHERF SR b o
7 4 —fi£ (UAF Duchenne &B89) itk 2 LBHEI>LTRE(@shTnE (1~6),
Liibtvbhiiz, Myot. D. i oW TLENE &L O His HOLBR%EE EnHis Lo (7. 8)
SEE SicERAER., 7 Duchenne iZ2oWTHRITL. TOFRRAKRKEBENZD LN
DTHET %0

(F &)

OERMER®ESE LTI P REF2 02 BULEH I ERFE 70 v 7 & Lize P R 012
 BDARMEPREMEL. VI BETREMSS mPl L DRSS KOKE S bOEFOHRRBE
L. QR SEBKhN—30% ~—90° 2 ERAI. +90° ~— 150 ° £ AGRAL. —90° ~— 149
CHEBIRTHIRAIE HIE L7209 $/RVs(g) &S V) ORIN35mV LLEE/IER Vs () 8
26mV LlEDborEZEAL L UG 1D . £M70 s, EMT 0y s, QERHE.S
T—TZLIEDVTIR I AV 73— FIREEW), QTHIZHE 1.08. k1.9 X ZhZFh K155
bDEQTRERRE A7 L1012,

His BOENEARERIRES D BEE 2 m. BHEMESHI0mOUS C I 8~<—2 5 —# X
BHF—FNV6F., idElecath®3EHF— 57V 6 FEEA. #57—FVESEEEDE
RFpEMI LT AHILE->TOE, o8ELE.

(HBRBELUER)

Myot . D. TiROBRIRE0FIH24H] (80%) LEHEIAD SN, BIEFET oy
7131450 (47%) Lb-L bH L. TOMDOREIE L TLEHIANGE 3 Fl. BEEAK
sl Fl. LCE@BS 1A, | 1 1 BEEREERTOEEES 1 Flicsd ohik.

FIEEZE70 9 72RLAUADS b, 1 FlRERRN. | FIRRZR2EH 7oy 76X
VLR, 15RRZLEMT 0 v 7 BLUAHIRN. | Fl3SHRKESLEN T o v 7 %2
>TWWze
L O BIEREET0 . 7k bDEESHT. RELLEM T 0 v 73 36l HMIKEHLRN T

oy 231 f. ZHIELE 2 Fl. BRELE 6 FlicaShi. TOMBHESEMELNI 1 Fl. £
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ZIEAIRAH. QTEEIZ4F. ST—TELRI2FICED Shico

*1

#2

o "B AR

— BEMMCZ AT —E(Myot, D.)—

Duchenne Mg B < X b 07 ¢ —fE (Duchenne)

Myot, D, (30# ) {Duchenne (61 %)
Ml (%) Y (X)
RRFRAZL 6(20. 0) 1( 1.6)
ARFRD D 24(80.0) 60(98. 4)
(&3 7 "18(60.0) 13(21, 3)
| R): 4.} F4-P% 14(46.7) oo )
WenckebachWET A 2 o o ) 10 1.6)
AR7ayY o 0 ) 1( 1.6)
CHEANRN oc o ) 2( 3.3)
LREBACN 3(10.0) 4( 6.6)
BENA BN 1 3.3) o(o )
CRAB 1¢ 3. 3) oo )
LREY 1( 3.3) oo )
PRE® o( 0 ) 6( 8.2)
R MK oc o0 ) 1( 1.6)
2QARR oo ) 29(47.5)
ARVEMRA o o ) 43(70.5)
LERRX 4(13,3) 14(23.0)
‘FXRLENT DY Y 3(10.0) 1( 1.6)
6. MREFNENTO Y 1 3,.3) oCo )
TEMER 2( 6.7) 4( 6.6)
s HEMEN 6(20. 0) 31(50, 8)
9. M7z MY 1 3.3) 5( 8. 2)
10, ST-T Xt 12(40. 0) 40(65.6)
1. QTER 4(13.3) 1( 1.6)

TRAMSX FO7  —EOLRBESURKLEBPORERR

L o8 REEALPORE
EHES. & | P-R QRS W h P-A | A-H | H-V [ W PPMP
(#) | () MBE | (nsec)|(nsec) (msec) |¢B) | (msec)|
1|51 & o.26 | 0.10 | &L 35 150 65 124 1, 000
2{34 ®| 0.24| o0.08 | mL | 45 140 55 180 830
3|19 B| 0.23| 0.11 | & 40 130 65 145 1, 480
4149 || 0.23| o0.08 | =L 45 130 60 100 1, 410
5|43 ®| 0.22| 010 | % 35 140 50 158 1, 20C
6|35 B| 0.22| 0.08 | &L 30 145 45 113 1. 380
7|56 &| o.21| o. :o—? L | 40 90 80 170 1, 230
0.1
8|16 #&| o0.19| o0.08 | & 40 100 55 124 1,170
9|40 2| 0.19| o0 10| L | 40 100 50 200 1. 050
10|36 ®| o.18| o.1c| & 25 95 65 145 1. 090
11|46 m| o0.18| o. 10| L | 40 90 50 124 960
12{27 &| % x| 0.10| U | % % | =% 50 124 1, 170
X MREFRERNTO YD % X BERS B INROLHMEFRIE

W:WenckebachXBE (A-H)7 0.y 2 LAMO LBM BT
PPMP: post-pacing maximum pause
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—7Duchenne DLERITIE1FIPO0FIE 12 & A & OFITH S LD REFHESE HSNio
Myot. D. b -, b AHONEBEIEFE7 0y 73 1AL, HicP RERNS Flic
BHohtce o Myot. D. iIti3 1 Fl&ERH SN > oEO AR R BE4361 (T1%) « Q
HRE 290 (48%) LEHERSShI. .

Perloff 54 LEBRTEVWERRE. 18X TaVl, Vs ¢ AUTOQHRELE U 21
BREAITLERBERES D S QB ICE X OHORHEILERD T D TH THIKEBLEEEL (G
FROBFICTEVWARREEZZEL. $LABIRVA D> TLLFHEMN Vs ¢ FHTELASHON
PQERKOFRLNLZEELTED. ThEXET2ERGH50), LrLlubBERO—K
EHIEVEGE N6

S T — TZALIZ4061 (66%) . HRHLIA31H (51%) . EREKIZ14F] (23%) & Myot.
D. LERHEHIZ AL,

ST—TELELEFESLDBFIDVTHBE, Myot. D. Ti345F KiGTIR195h 4 51 (21
B) iKHSNIICT E1LD -1 p45F PLETR NP 8 (73%) EBmRICHSh. MEWII
bOBFERELTEZ SN L L Duchenne TRES & HHICBIRL  KRICKHRIIIITEE
tEbsbHb.

HBIRTSHIRAT 545 Bl ZERRIRALAS A B, ASEHE MRS £ 4 B & {E4HRE T3 & 5 25 Myot .
D. REs S, FDMLEHAANEH 2 #1. Wenckebach BIEE 7o v 7. RHEHEK. R5
A7 o vy s, QTRELG L 1 licidbohi.

ULEDOER LD Myot . D. JFIBUEERORE HIZH, Duchenne TROHEEEEDLY
BHRBETHBEELLS.

Myot . D. 12fic 84T His HOEBEXEE B L U LEBRIBIC X 3 BESEBENRAZ T L
2o BEEATRHARERT 1 HIERVAUNFATRREAARERLTEY. P ARKRIRLHITE
BHEHAICH ~7c0 PREBBEE TH-1c4fIDSb. FEL2GH T 0 v 7 B XUHELL
2L 1FlIcBWTHVREROEESA SN, FIBEE 70y 72 RLALTHFIFTA
HRER. 1AITCHVERK. 3FAAHBXUH VHEREEOEESED SN, 70 v 7 HEOE
EHRE» T,

BIEEZ7o v 7% RLA1FATROBROEME L SICER T o v 7ERERL, 5iH
KEHERN T o v sBRRNBS SNz, TLARELEM T 0 v 722 L1 | HITIROERIBEE,
FIBSAE OHMINE L bIRELEH Vo » s BRE 2L, SHINKENGH Y 0 » 7 OB 1E8%H
Sfce

PREBAIEETH -~/ 4 4ith | FITH VRRDERZZED. /P REBSEETH -1
2B IUVEERSATBHAREZRLL 162886 FIT. 124/ 3T OLERIE T Wenckebach
. MAH7 oy 7 sHBL., FBESROBEITFTELU LSS EET I EMRBINT,
post — pacing maximum pause I2HTIEETH 70
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Duchenne Ti 1 #)T His HOBNEHEOERIMIC L 2 BRERFAREET /2. L
BRCHE 70 v 7 2R LEHTS -7 25, His ROBREENSRAER 0 v 7 32D SLT
© ZOMOFIMIZRRORE LA LN T,

(£ & #)

Myot . D. 30, Duchenne 61flic 2V T LEMMRAEE LH., E5HiCMyot. D. 1261,
Duchenne ! flic B8\ T His HOENIHEEOERIBIC L 3 BREBFIRBEELHIT U/
Myot. D. Ti324f (80%) DEHMTLERREHH SN, F1EREET 2 v 7 #1464 (
41%) & BT Shico %7 Duchenne TIZ60BI (98%) & 13 & AEDEFTLERR
Bt o, BOARREAUIF (T1%) . ST — TEALHOB] (66%) . ARHIH31H] (

51%) . QEERERE 206 (48%) LEHEKED .

BEEB¥OREL LTO His ROBRFAOHRE LT Myot. D. TIRAHBROER £
AHBXCHVEBOELSF. HVEBOZESERSD . $1o Wenckebach MFE (AH)
70w 2 HWEEO.LERBGAR I 6 FITIEM% R L. Post — pacing maximum pause (342
B CIESFEICH -7 Duchenne ® 1 FITIXAH, HVRIME SERTHY. Wenckebach
MEZE T 0 v 7 HEOLERBIEE. post— pacing maximum pause . bIEHHEHICH

270

X R

) ° Griffith, T. H : On myotonia, Q. J. Med., 5 . 229, 1912

9 Church, S C : Heart in myotonia atrophica, Arch. Intern. Med., 119 . 176,
1967. ‘

9 Ross,J. - On a case of pseudo — hypertrophic paralysis, Brit. Med. J.,I ¢
200, 1883. _

9 Perloff, J. K., et al. : The distinctive electrocardiogram of Duwchenne’s -
progressive muscular dystrophy : An electrocardiographic — pathologic correlative
study, Am. J. Med., 42 179, 1967.

5 HFHREEM: ETERH YR o7 s —EOLBRELHOEITONT, L, 10 127]
1969.

® Leth. A. and Wulff, K. : Myocardiopathy in Diwchenne progfessive muscul ar
dystrophy, Acta Paediatr. Scand., 65 . 28, 1976 '

D BRI, Bl C BRENE Y X b o T g — i3 0ERIKRY His ROEBRIZOWVT
(o2 F o7 4 —EOKREOKRICET 207 ] EAEEHHRE. MASIEERARSEE.
P134, 1977,

9 Bl BREH VR b o7 e —Eick 3 0BRB LU His ROEX
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A, 42D 124, 1978
9 Rose, G. A and Blackburn, H. - . Cardiovascular Survey Methods, World

Health Organization, Geneva, P. 137, 1968.

0 Sokolow, M. and Lyon, T. P. . The ventricular complex in left ventricular
hypertrophy as obtained by unipolar precordial and limb leads, Am. Heart J.,
372167, 1949

1) Grubschmidt, H A. and Sokolow, M. : The reliability of high voltage of the
QRS complex as adiagnostic sign of left ventricular hypertrophy in adults, Am

Heart J., 54 . 689, 1957.
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REmMOBEMEICE3HYR e 7 4 —HED
OEBER. ~7 P ENBREEORBBFEORMY

LEHBRFERFTE-AM

AT = BB #® H o

B A 8 A

fi B E #& D & E

£ H W =
BHBRFEREHRRER

A #%

EumEmRERE A M X

L\

B UR b o7 g —BER, RROETE L SIEEHOERK, WEBOEHICMACH
OEWALE LT 3o B, BEDOEITER. BEOTFRUEICEEUMBEELE D, LTHH
EROEERERLER LI S h 5 LBEBRREROL(LE. MEBOERIC LD ENES D -
TED. ThoLHOLBIC X ZEEHET ST LI3BS LYV,

FAE, FLVWREREE LT, ARFEOKEMNR ( isopotential body surface map . LUF
BIED) 2RELTEt, Chid, EERFLOBRLD SFEFAHBEVLEVST LT, LK
ICBI43 & 02 OHEREIMT B LFEHF .

AHETIE. CORBEEOLBRC BV THMT 0 v 739 — v B LUARNKHHEHOR
BOMEERTAHS N LREA L, ZORBICOVTHHRIC L DRIZTE 10 &2
BEEIC LD . ABEOLHHEOBREOFHE A BIUERNRMD SORNEITUE T,
(%4 %) ‘

ETSERRFARTORITHEG IR F o7 «—BE (UTFTPMDE) O55 stage5~6
BT AER (BHEISH. ok 2 B) ESI5~20F CEGITY) Ex%é L. & LIKRTD
¢ Htx MBBORTRE L BEOHAER EpbDHVE ( Grouol) &, TOHMNSVE (
Group 2) EiC5¥Fi, EHxiME L THEIREO S VRERALOR (HH28f). L1251
FEH18F ~43F (P31 RV '

(% &)
BRI AEET EO8SH  (HIMEE9R. HE26/R) »5 Wilson @ﬁﬁﬁ%@%ﬂ%ﬁ
gL, mmboﬁ%LL/XTAéthSrmmﬁwQRSﬁKOhf:/t; 7 —itk

DAYERR L 7o, $7-9FOPMDEISVWTR 1| DHYYFIT7 4~ o "MSG ) % bf¥
TMnLtamMg;ﬁ,ﬁiGﬁﬂbKiéﬁ&(ﬂﬂﬁnﬁﬁwﬁﬂmﬁﬂ&@%mhko
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#1,

- FiEe (B, L) MEBRIRE /& (B
PMD#

Group 1 8 (6. 2) 0.78 — 0.84 (0.81)

Group 2 12 (12. 0) 0.61 — 069 (0.67)

IE® B 40 (28. 12) 0.73 — 082 (0.77 )
(& ®)

REWTPMDRORHNEERBRO T ML L bDOER 1iTRT. PMDEHCELT
LERBOYITE, CEFROERD SERICHS > REMELRIE L. B IFFINELHHE
| (EFAR) T, HHSABMUHR (AFER) THYOh. TR, BELED
RERA. TREZAHBLENFANED S 1, EHERSLR « QRSMECED . 65
RBRARKTEE» IS0k, THhoMl. PHiIcBH AE. AEROIHREREEEIZ
BRI TH>7o L L. PMDETIR. #ICTHIBERD. D CRRERTRIIREO BRI A5,
®YITIZ. PMDEOSHNICE VW THBINES X CESEFRTED Shi, Sl
LA DOEFRRD HBESERE Iz, EXEBICHV TR, 4081661 (36%) TH-7-DicHlL, PM

| DETHAH (100%) KEONIz. COBEOEFERRESMREHEOREICHRKS S C

EHBHSNTEY, PMDHTRAFKERORBHHRA LRBRENB L LETT,
LZOBNOBMEHRKLTAHZ L, ERBETR. ¥4 029mV Th-7=0ikkxilL. PMD
BTIREY 072mV Tk, RPIORMOTRE /HEKE 076 THD. EANERO
ThERERBONIEH Tz, PMDED Groupl & Group 2 i it 1) 3 & DEERD BN
HIE THEE 0.72mV, & T 0.73mV LHEZELBD UM -1, TDOLSi., PMDEIEE
WTRIRESORBUHZD SN 5D, MEERIC L 508 E BEORSIFOBOBE L ik
HFLHHEBAL L1,
ﬁLmﬁ%tﬁﬁmsmm®~a—V%ittW%ﬂzm%L.&7rw®%m\&0?§
DY Y F 757 4 —FiREDHEETS -,

DERIWIIN (20 msec ) K B BELVEEBL S, FilEIZIZLHKE 5D, L L.
ERREOABAIR. BOEBMIHET 3 0OBMERLTEST. GERE—0RSESH
DXMUEE(ERLTOLOC LRI »E 5, BEFH (40 msec) KBV TR, REHIHE
VRIMBTAPPEFVEBITLTOAC EBRRENS, CTicBVTid, BRREELD
POHVEET, KL T, RESBU TR -7, BEEY (60 msec) Ti3. B
. BATESHRICBTL. FEsic. Rl LA b EFRHBEY Shi,

DEom<. RBROEBBROMBIZ. EHEHBL TAIHRERID OIS, LIRS
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PO REBEOFBESE LD - 1ICHE -7, .
~7 FVLBRTR, N7 P VBERES~ELS L TED. DV TERTHD
CFRRROH USRS SN, THhHoDRBENHH SHhIIchFTDON7 bvv—71, EiC
R U7z, BHEID20~40 msec DBEIHEORBE & FATIFHRTH o RELIICI
Ny M VRERF DS, BEANENES (Hidfi, UL, BEETED SRS LA
DONEBERDIEEABRI N7 b TREBENIEM -T2, :

1 MSGTH. ZRAIIS° KBV TERISM B MSNTHD ., HEEAZEBDEI,
B, ZRIRHE45° IcB 0T, FRRORED THEREAETLTEY, BBOLBLEL. &
#itSsEEbhi, UL, GHRTE, T, MBCBIMDE TS 5F R Yk 57
TIMSG LOFBOMICR—KE R . <7 FVLBRICBWT b, FHBORENRLEE
HLEBINV-TDEARBDONIEP- T,

R 3ICRS O, FIFIEFIRE, BRAETI ( 20msec ) DRMMOGRILAS S0 525,
# (40msec ) T3, FTHIREFBBRELTEYD, % (60msec ) IKBWVWTH., HHOIE
SRS EH I DI S BICHE » Tl tco BB, EFFED SHEICH I TORBNOBFHH
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2

%*3:

271 5 — 3t

] FEZE P<005
(x] {x] 1] (z] QRS ™
QD QA R S R S R S D {x) [Y] [£3]
PMD(A) 21 0.27 1.60 0.39 1.33 0.17 1.31 1.11 82 0.50 0.28 |-0.17
(4)}{ (0.15%]| (0.43)[(0.23)] (0.31X] (0.10X]{ (0.34]](0.36)] ( 6)](0.19)[(0.16) (0.10*
PMD(B) 20 0.20 1.14 0.48 1.21 0.40 0.97 0.87 88 0.37 0.18 0.11
(4)}(0.07 9 (0.68)] (0.31)] (0.56X] (0.20){{ (0.36)% (0.38)]| (10)}(0.14 (D.OBJ (0.17
Bormal (A)| 19 0.14%8 1.29 0.30 0.894} 0.18 0.67"I 1.01 83 0.534 0.31 0.04
(4)](0.10)] (0.42)](0.22)( (0.34)1(0.13)]€0.25)4 (0.35)| ( 7Xj (0.16)] (0.11)] (0.15)
Normal(B)] 20 { 0.12 1.39 0.29 0.96 0.14 0.69 0.87 90 0.57-] 0.314¢ 0.13
(3)] (0.09)] (0.30) | (0.19)] (0.28)}(0.13)(0.19)¢0.42)}( 9)](0.12){(0.10)|(0.18)
2Ry VTSI
] 8% P<005
LMSV RMSV TMSV QRS~T‘
A. Az. E. A. Az, E. A. Az, E. ratio
PMD (A) 2.274] 14 55 1.30 {145 82 0.64 [-204] 64 3.96
(0.24)] (30)] (11)] (0.19) (751 (14){ (0.21)| (12| ¢ 7)1 (1.31)
PMD (B) 1.85 5 484 1.141 0.499( 144} 68, 3.96
(0. 711 (43)| (18)] (0.30) (0.13)] (27]} (10}} (1.58)
kormal(A) 1.66 -6 60 1.04 0.66 ~13| 60 2.70
(0.38) (35) (13)} (0.34) (0.18X%| (14}| ¢ 9)} (0.70)
Normal (B)| 1.75 3 60 0.9171]239 ] 85 0.734} 111} 624 2.524
0.30)] (28)] (11)](0.34) ] (43) | (21)] (0.15) (15)1 ¢ 7)] (0.68)
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DHETHY. QVs = 4.0 mm EHRET S bOH 485 B LKA TS, LL Vs T
QR>Y 237:FFIE 461 (121 B)ikT &9, Lo bEREIME 004 HUTFTHD, QS
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# (3)
AOHO 12F% 6-—15-1976 (1 —6)

, R O B e U A o T R S
e ol i (P SRS el Lo R
o T e o A mi o e
CUT I A v e e e S SE ST AR N

ST s Tyt R

4—15- 1977 (1 —8)

% (4)

I il HEH | S

BERZE (N=9) (N =24) (N =33) [(N=56)

TSR (> 100/n) | 3(333)%|3C125)%| 6(11.1)%]| 268 %
TR AR 2(222) 10C 41.7) 12( 36.4 ) 7.1
QRS> 0.1 sec 1011.1) [ 2C 83) | 3C 90) | 107
QTc > 4.2 sec 3(333) 10C 41.7) 130 394) /
PO >20mm 3(333) |3(125) | 6(181) 7.1
R/SV; > 1 3(333) |5(208) | 8(242) | 500
> 15 1011.1) | 9(375) | 100303) | 375
RV; > 120mm 6(667) |13(542) | 19(57.6) | 10.7
REeEHTau 4(444) 3(125) 7(21.2) 30.4
QVs= 40mm 7(718) |9(375) |16(485) | 10.7
Q/RVs = 0.33 2(222) |2 83) |4c121) | 7/
CTHZAL Ga-E#)| 6 (667) |14(583) | 20(60.6) 5.4
R WITE 0 0 0 1.8
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Thallium-201  Myocardial Scintigram

in Duchenne Progressive Muscular Dystrophy
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Sequential Changes of QRS Loops in the Horizontal Plane
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REH» S, [HBEORLHHEE Y. IMPBEMSHEMLED . PPEN T, VHESE b
LT, ML SIVANDOEEDOBITHE> /2T EERL TS, ML SIVE~DOBITIR
DA2E L TRERFRNOEILTH D, EFlICE > TiE, TOIVHORESHRIRRRE
Fed 55 AbH o0/, 1978 &F 12ABIE. 1#915. T 1. 10, IVEI6 FILE- T3,

HROERZEAL, £20EBDTh B,
NHTR. #@KkL & bit, Cedilanid, Lasix, Persantin A#AiEE L THWOLRTED

1976 & 7
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BREUEHRERL T, MO EEEHE Z0ERRI. Digitoxin 0.05 ~ 0.1 %, Lasix
20 ~ 40.m¢, Lunetoron 0.5 ~ 1.0mg, Persantin 150 m¢, Neuquinon 30 mg & 75 - Tl iz,
IVHiTid. K& 5245 Persantin., Neuquinon T& » 72,

COEIC, B R o7 4 —HOLARLBRFICERA SO TOIEMRRONDTHY.
FMERABEETHB EEZTOVES D,

&2 WBREMER

13 EYRFEE LTHERES

I © ERONRS
Cedilanid, Lasix, Persantin,
Neophyllin, Corphyllin

Y : ROKERS
Digitoxin, Digoxin,
Lasix, Lunetoron,
Persantin, Neuquinon,
Neophyllin

IV : Persantin, Neuquinon,

(K1) BBBERO#E FETH)D

(£8}

tof — R H-
T (N=11)

Tk

6

L 1 MRS
10 1 4 7 (R
1998 up
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(K 2) BBLEERDOHEE (EEH)D

‘R

30f
25¢
201
1St

10+ ;

” m ':'

A 0

',..' N \‘ - -./“\./

| ) \....--.7¢_...‘ p———

g s P
AT ™ »'_/'
....... "\ e rzns —t
. S ———_ \.._... g

A—u-l-«--au—h—-tc—'-/- I 1 1 2 I 1\/;'\/’_1/ 2 1 1 1 L .

1 « 7 106 1 4 7T {6 4 4 T 0 41 4 T 10 1 4 7T 0n

1174 1915 1976 19711 1998 2.9

(% & ®)

By a7 —BEOLALE, OHOEWICERNT S 6D TH 505, FAJE LT
EEHREMALTOL, Ll DEEEOHELHEIC L 30 0F20FH & AL Re

ICHE- 1258 0RBESRLLITO T LI LD, 1[.\*%%0) bOIIBETCR. HI3EERD
LTX/DT, ZOEEXRLT

(x &)

1) AHE=. MILEHH . Duchenne W PMDKMBHDIBHE —LOAHREFICODVT—
EE#E, 30 (T :© 514, 1976. '
2) MEE=. ALEHE . Duchenne® PMDEMBEDIRE —OREME, BEHOHE
EWR. ETHH VR F o7« —EORR EEFICBEIT AEIRNZE  MISIEETERE

WE®, 99, 80 ~ 82, 1977.
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EITHER Y R b a7 4 —fEICE T 5 HEMR
BEE—ERARMBERERAERICLS

T AU b

®OROEHK b B E Y

A0 E & A MFA
BRBAEENE 3 A

4B % Bk A M
BRBAYBEAR B 5 f

(g )

YR o7 —EOBBRMEBEICOVTI}. T TRELDRENSZICOLDLDHST,
HEREDER OS> T, RENMMPINIERBEILVOBEKRTH 5, L MEREX
LT 2 BRMEEFLVESA» S, AENICHE. ERTAHENADS VKLV IBBShi,
COEBMEMIERELH VR b0y —EEDOE TS 2. JOME - HRECRS. 20
REROBRFZT - 7,

(HEHELUHFE)

XfRi: Duchenne i P2 b o7 —fE (DMP) 2261 (%4 138 + 23 F) . Kugelberg-
Welander #% (KW) 78] (16.1 + 25%) | SifEmitMIREILE (ALS) 441 (515 +
121 ) (BE/NRTH (105 + 28 F) OFHAMITS %, KBRERAGARSDF— 5
EBEIC Lz RAFEIL Table l.ickL7z, 34bE®0.04 i /Kg ® atropine % 2 5
FTHEL. OCHEESHEMU—ELL BO.OEHEMNE (AP atrop) XD parasympat-
hetic tone %3k 5 &itic, UTOBEICHY 3RIRBUATEENT 5D TH5, OK
T 0.25 mg atropine %#&¢s 0.004 #g /Kg / min @ isoproternol % 3 HEIE&EHEL. —FL
L7cOasgmE L v f — sensitivity 284 5, ® isoproterenol $HEBEAIZIENEL 15,
0.5 m¢ atropine &y 0.2 my /Kg @ propranolol & 5 B TEEHEL. —EILL KD
IMBETEM S f — sympathetic tone (AP F) %23k 3, @Ric 0.4 pg /Kg /nin @
phenylephrine % 5 SEIEEFHE L. —EL L DUEHEDMA 5> @ — sensitivity %R
%5, ® phenylephrine R ATELITIHE Lff. 5. 0.2m3 /Kg @ phentolamine %308) THA
L. RROIFEPMEETH» S @ — sympathetic tone (ABP @) %#k%3, ZORAEFIE
KX BBERADLHE. MEDZE(LIE Figure 1. 0 T, REZROBEHAHIZ Table
24TiR L7z,
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Table 1.

BEFH
By la]

5%
135
205
305

() WO lE

129ipiwRT)
durEsE - OG- AIREES 2B L, TR BIKSE5.
Lo, mas LA T30 IS {TE sereeresreresaconcaniocionsttcniitsionicniossesenononns

a(ropine (0.04mg kg) 2 FEITHEA. FIZ 2~3 P eeneeemosramanenncionnennes
|sopr<;terenol (0- 004ug/kg/minX3 ) 0.2ml/48) TEEEA 3 G fi-e-eeeeeeee
propr%nolol 0.2mg/kg) %5 FRITHEA., FiZ 1 ~2 GEE - veerersrensssnnns
Phen;’lephrine (0. 4pg kg minX5 ) 0.2ml6 HCEEEA S SR -weeeeeeee

phenylephrine Zh3£i#%:L7-% phentolamine (0.2mg/kg) &30%:«‘1%&&)\
MEYF5  HELIHE L RIEML RS 5. o

BEXRT LI HESHT 500ml Vv ¥ A @2l ¥ Sifixiiic 5.

Fig 1.
Isopraterenol Phenylephrine
Atropine - Propranolol Phentolamine
[ " o
s
120 B e syW" -
'..“'.0' ;-I ‘-._A A’B 4120 %
MR 0 " o
5100 . i ._Ensop 3 %
- 22 Patrop i et e 1002
£s0p l
60
0 T % 0
Time(min.)
AEC BT 5 & HEMERCHT 2.08, MEORIGE
T DHERS.
Table 2.

HEE (Bl O ) MO KB L 2)

1. parasympathetic tone dPatrop=Patrop—Pcont=105—65=40beats, /min

2 S-fEahAERIE

1) 3-sympathetic tone 4Py=Patrop—Pprop=105—87=18beats, min
2)  3-sensitivity =Pisop—Patrop, 0. 004 =117 —105-0. 004 = 3000beats - 1:g kg, min isop.
3) A-sympathetic nervous tone (3-secretion) =4P,/ 3-sens=18. 3000=0. 006.g kg min 1sop.

3 a-fidh g

1) a-sympathetic tone 4BP,=BPprop—BPreg=110—92=18mmHg .
2) a-sensitivity=BPphen—BPprop 0.4=122—110 0.4= 30mmHg 1xg kg min phen.
3) a-sympathetic nervous tone (a secretion) = dBP, a sens=18 30=0. 6:¢ kg min phen.

I RUESGE, MIKKY,

ATLE,
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(% 23 A
parasympathetic tone ( Fig. 2.) @#%/NR (N INFANT)ickk~. DMD. KWT%
CIbEGWHERETT A, HENIcEEERAD SNV, f— sympathetic tone ( Fig. 3.)
IR AL D S i hs f — sensitivity ( Fig. 4.) i3, DMD ( 3.1 & 1.1) x 10° 44, 2
#HNE (19 £05) x10% itH~NHFE (P<0.001) iK{&i%RL7, A — secretion (Fig
5.) 2. A — sympathetic tone % P — sensitivity TRRLIMETH H7c8. F — sensitivity
L Rich b, BT U, A — sensitivity DI, p — secretion DETH., W
HW 3 denervation hypersensitivity €L 2R TH 5, & — sympathetic tone (Fig.
6) 3. VIOhOKEHRS, EFI Y oV EDMICHEEEEBDIIV, @ — sensitivity (Fig
7) 1DMD TR EICEME AR Lo @ — secretion ( Fig. 8.) i& B — secretion &[a]Ek®D
BT, @ sensitivity EHHABAHRICHD. BEER LI AL ST, BIRE. @.
RRMRE DIEHED T OENS B, EHRALORICHREZRDIE, KIC atropine
TEISRAEA . propranolol T, A—XEAE% 70 5 7 LIcRED A T5D S int--
rinsic heart rate ( Fig. 9.) i Jose ic kUL REEID BBfEERTHDOT. Thid, DM
D 115 + 90. KW 115 + 86. f%/R 106 + 7.3, f&HEKA 100, ALS 93 +38 T, D
MD « KWTHE (P<0.05) iKigmERL 7.
intrinsic heart rate 134 &P T B0, BHETHHALS TR I00LTFERL

120

Fig. 2.. Fig. 3.
PARASYWPATHETIC TONE

PaTrROP - PCONT

o] |

I g - SweaneTic Tone

l ' PatrRoP - PPROP

F-9
[}
—
—t
[——t

3 10/
DMD K-W ALS g DMD_ K-W ALS
1 Fol

(1nav)z

(LNNINDZ
(nav)2
(LNN4NIZ
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—19
. I — |z
3 T—l Z(ADULT)
.m' u
M W%Nﬁﬂ////////////////////// Z(INFUNT)
8 & N 3
R N\
1 =~
1_..0| e v utw/Si/nt
o
80
i,
= —t 73
5 :
£ W Al N:,zmcz:
g - NS N 3
Q N { ¢
g 5 e
Ww 1.0!!” -“ c.l utw/M/3n| /s303q

Fig. 4.

oh=SENSITIVITY

EPrEnvLERHRIN — BPREGITIN, (), 00y

%Nﬂﬂ///ﬁ%///x////////% N.Jz:._z:

o
-

-
ayw/3x /20| /3

BPpropranoL ~ BPreITIN [

J
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|
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Z(INFUNT)

DMD K-w

204

& - SECRETION
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Fig.

ATROPINE # PROPRANOLOL

P<0.05
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80+
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(& £)

denervation hypersensitivity (3. BERMEHRGHOBEICLIL D TH S, LEAICE
SMYEMES 245 Shy — Drager FERER TR, oRXBRHBERDIAFEL denervation hype-
rsensitivity 22LTH0 2. AXBHBRIEETRLEEETETTLINTVS 2, &
B4 HKEL/I-DMD. KWTiL fXERMEFRD denervation hypersensitivity iC L4 3
FRMBE SN &id. DMD, KWTR. LEXEMEICOBEOFEST S LEHESE
5,

% 7o intrinsic heart rate DU, ARBEMEDE/ SREH TH LRMMOREDFH
ETBRCEERLTVS, - TCDMD TCEMEICA LN ARMHRIE. intrinsic heart rate
DT L ShOBEENSH S D EHEETE S5, DMDOLHREICET 5L, 1883 £
Ross LIKZL OXERAH D . LERFRR TR, 67T~BICREFRBS SN, ZOFRROKF
Bt Pilic JUSFEESR 268 % . AE@EGM T2 v 7 304 %. QRS OIROER 10.1
%. PERORET1%. R/S V, DK 321 % L1i-TWb, &IATPQEMEICOVT
. BHOROLEEELA SN, BELREORFEIZSOERT 58S 5, FEEHICOVT
2. FEEBIROZHOHRE D B, THODLBRFRP S, LD A5 T RIS TLRHE
I b REORET BT ERMODTH B, —H. KWiLoWT, B I, LEH. BEE
BHE. OLEHOBEELIERE L THD. Keans — Shy fEfEEE® oculo — pharyngo — distal
myopathy , Charcot — Marie — Tooth HEDME, HEBICBVTH., LEHPHIBEY
FHEORENLEINTV S, &I HTREMERICOV TR, REENOTEL SBEBS I,
DMDOBEHAUBOHEHMASFERILBO L TVECEEHELTED., Bo13, KERRM
815 5 CICR MM EO MBI O TR AERE L TV B,

Pkoz &ps. DMD TR, AREMAEER]. MREME. REE. FBERRIcEs
systemic WEEDOER TS EMSEESINS, ThidEVH» 5L, DMDick i 2KHfH
FEBEHOTOTAOEIE X CHETBHRALEA SN S, BB — sensitivity OETF
2, 7=2=v 7)) YEEcEDERHOEFERLE EFCTH, ABEMETLTH S5, ME
BERLIKS W EIREBZZRNEILEZELZ SN SB1H. DMDIZE Y 5 @ —RRMEROR
FOHJITOVTIR, BERFHCSRRTT ILEND 5,

( & ®)

1) DMD. KWiZBW\W T, f — sensitivity O, F — secretion D{E T, 37535 dene-
rvation hypersensitivity lci&{ud‘éﬁ?ﬁ.bf%éht(_ L&D, MHIKIE ARRMPEERHE

HOBENEET 5. '

2) DMD. KWTI3. intrinsic heart rate O NI, FEHOREESHEIN S,
3) ALSEZBVWTIR., BRECEMEDOEMHZBRIIE. BIFEF&HHICSH 7
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(X it

1) HPEITRD D HLOBRL SO BERAERAERAL. BEME1452 558, 1977

2) Hp{EiTi34H ¢ Shy — Drager LESREIOEHARIME O RIBFF &SmO A] Gtk ic
ST, BEWEI4% 45, 188 1977

©3) HdshAe : iR BICB T 50E. BIRESE. 114105, 1975,

FRIEEYE Y R b e 7 4 —fEICE T 5 BN W FRIPTIE
— SEAMHBRRE —

SARTRFH=MH

B OH O ## k& % Ik Z
AN £ — NHOIE B
HHERE E 52 a3 2
K #8 fm X

(8 ;o]

BBEE YR bo T 4 —fE (LIFTMDEEET) ONFWENREIKEOLZELO—BEHE
HEDTH D, FEHLIIINZT TOHERFK THEA D HvE Y DREEER LBE LTS
4[Eliz. Thyrotropin releasing hormone (T R H) icxtd 2 BRFHIB L€ (TSH)
D, Luteinizing hormone — releasing hormone (LHRH) icxf3 5#&+HvEY (L
H) &SPkt EY (FSH) ORIE. S6icTvF=VRIMIKL &+ vEY (GH)
BXUA4YRY Y (IR]) ORWiEHEZ EHD, TNSOREHBMDOFEDOHTED L S
HHBEITH 50EEET 5,

(H &)

ZhThDARKROXMRIBZRDOBEY TH %o

TRHRABONRII THTHE6H. & 14§, F£5i1320~52F TEY31F, BHLIRIL 6 ~23
FELHIAETH b, PRFBIERL2FIEEFHTH ~72h3, 3Flic O TRBARRIT—10%
- PUFTh-7.

LHRHER TR AFDOBFHEA VI, ERRTHhTNIZ, 42, 51, 523 TH %o
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TAX = VERRR TG HERS LEFIZ 105 TH 8 Filic 2 #l, FEHI315~52F 44357,
RAHME 1| ~23ETEYIE, IRIDHRIIFITHTHlK 2. FHI1315~52F TEY
"33, BRMINE 1 ~2BEEYTETH 5, BEHRBRAIH TS, 2L SERNICE
ROFERENIIEFITH 50

BARROSHERER D) - IDOBED TH 5o
(BEBIUEEZE)
(1) TSHiLDWT _

£ LICREFIDO T R HARBEA LR Lo TRHIZXMY 5T S HORIGHER. TRHHE
#3053 B S, 2EOFGERIEFECHNTHRERE,L ~ . BL2DOEHTHS L.
THHAFTET S HRIGREFEMTH » 1o 0MEHPEFED (M—2 SD) UTDEHE
PERIGET D E. SHTERRIGERL. EFIAH, MN. KH) o 2D 3§31 4 fiic
HUMDOBRBHORNC EARD ST, M BMROEWIFHh 2413 TS HRIGRIER
THO. D 1 FIHERIETH 7o

ZDEHICTEED TS HFHEEFEORYPOLBPICRFIET L TP CEDHEES
N3, MD TR KBERTHICH 5 L0DN TS ) — 8 BEFOTRICH B
EBEV, G- TREOSELILE LT FRIMIE FEATE LT BlD 5, BT
i$5 5 0MD & FRIZBEEETES A LIEFIORESH S 1 8. COSEHRIRBIEDE
BLHAMDOERAREE .63 LB, IHHEBELC L LEDNS,

# 1. TRHABRWFIEFOBEL T S HORIR

Patients Seigi Qﬁiaﬁiiﬁaiﬁ BMR % | 4 '1g}asm§o?3H éE?/mlgo' 90" 120!
A.T. |M. 22| 6 yrs 19 | 3.6 8.3 12.0 11.0 13.1 9.0 7.9
H.T. |M. 42| 8 -13 | 5.4 14.0 13.0 15.0 13.2 11.9 8.4
F.M. |M. 20| 10 6.8 12.0 12.5 11.5 9.8 9.2. 7.0
Y.0. [M. 52| 12 3.9 12.5 17.3 15.0 11.8 10.5 9.0
AH: |F. 38| 17 2.5 5.1 6.2 6.0 4.4 3.2 3.6
M.N. |M. 51| 20 2.4 5.0 7.2 9.4 9.8 6.4 6.2
K.H. [M. 36] 23 11 | 2.7 6.0 6.2 5.1 5.1 u.Y4

Mean 3.9 9.0 10.6 0.4 9.6 8.4 6.6

SE 0.6 1.4 1.6 1.5 1.4 1.3 0.8

Mean 4.7 14.2 16.3 14.9 12.8 10.1 7.7

Normal Controls gp  olg 2,09 1,6 1.4 1.7 0.9 0.6

(2) LHBLUFSHIDWT

M1 LHRHARIKE I3 LHORIGER L. LHORIHIZ 45 E SEMT. 4613
FlTERIGEED, FSHORGIRK 2.it/RL1. FSHOFE G 4FADIFATEL . &R
513 3 Flic A s,
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COLHRHABDOREIIMOME 9 108 U THIRBREBTERERETH L C & HRE
i
(3) GHit2W T

TAF=VRBICLBCHDORIGAX 28 LUK 3R Lo MDER TREMBESEEIRE
(. RIGTHIETH 5403 EMHBRICED - 120 BL4DIERTH S 106000 6 § TRIEFERIG.
3% GEFKH. TK. MN) TRERIE. 16 EFANW) TEEDERIGEED. Ch
T CORELBFBECHEFBIV I A= TOBRELOMEHIIA SN 5 120

TF=VAFRBEOGCHORIMETIILAS D SREL TEh T, 7 FoBARKOGH
ERIGbHESNTO B, &AM, #iIKGHOERISER LR 65506 Hicou
T—EDRBIILE V. LOLEFESHAIIRMELIZILSIK. MDEZERBEZETOLMDIET
BIEOWHGCHDEBRIEMKAOCNDZELE., GHEERIMDOBRW» SN L TA LN SHEEE
PEbid% 5o Chyatte © Rudman 5 © P dMDEHICHBEEERA, £ 9 THH5HHE
HIEROHEEATED. MDEGHOBMBIEHICAKDSSEHTH 5,

LHRH
X1. LHRHEARKICEITZ

2007
LHOKIE
a
E
~
po)
L]
5
~ 100]
- (M2SE)
w1
e——e patients
(n=4)
o———o controls
(n=10)
0 % ° 30 ' 6do © do ' 129
minutes
X2. LHRHHARRICEBI S
F SHORI& 1
60}
a
£
B 4o o——e patients
o (n=4)
~ o—o controls
= {n=10)
=
20
(M#SE)
0 T T T T A T T T
0 30 €0 90 120
minutes
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2 Tr¥F=UvAMMARICED5GCHORIG

Plasma growth hormone concentration (ng/ml)

Patlents ;5. "o+ 10 20' 30’ ko' 60' 75' 90' 120'
K.H. 1.5 1.4 1.7 1.8 5.0 8.8 8.4 5.4 3.8 3.4
Y.O. 5.4 2.7 2.4 2.4 3.6 6.6 26.6 21.0 11.6 8.0
A.T. 1.4 1.0 2.4 8,1 13.8 17.5 13.5 9.0 8.5 6.0
Y.T. 5.9 6.0 8.0 18.7 16.1 16.5 9.8 6.7 4.1 3.6
N.X. 2.1 4.2 8.0 13.7 18.2 13.1 11.7 12.8 14.1 8.9
T.N. 1.1 0.4 o.4 2.1 8.7 19.3 16.5 10.0 6.6 - 4.9
N.W. 2.0 1.5 3.9 16.2 39.5 36.0 32.8 18.8 12.7 5.3
T.X. 2,2 1.8 1.5 1.5 1.8 5.0 3.6 2.3 2.3 4o
H.X. 0.5 1.2 0.8 2.5 .1 15.3 14.9 10.0 6.8 4.4
M.N. 1.0 0.8 0.6 0.4 .7 1.4 0:6 0.2 0.5 4.8

Mean 2.3 2.1 3.0 6.7 11.4 14,0 13.8 9.6 7.1 5.3
SE 0.6 0.6 0.9 2.2 3.7 3.p 3.1 2.1 1.5 0.6
Con- Mean 0.7 0.7 2.3 9.3 20.4 27.0 23.6 16.9 13.7 5.9
trols se 4.1 0.1 1.0 2.3 3.4 2.9 4.0 4.3 4.6 1.9
X3 To¥=rARRARICET 56 HORIG
30, geinine
r o—o controls
(n=7)
e—epatients
(n=10)
20}

PLASMA GH (ng/ml)

5

(M £SE)

. . A
30 60 90
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(4) IRIiEDWVT

KIERAKTLOF=VHIBIC LS I R 1 DR MEHELR LI, EFLEDESEIIMDE
HTRRIEERIEAYBS S, 9FlP 6 FITRERRIETH ~7chs. 36 UEFIAT. K
H. NK) TERIG%ERLI. ChoDRERIGIIMD O BKHRI®. BEROBRES LM
BABIIEED Stih » 1o

Huff 5 18.10 37 FOBEEHRICA VY YOBARIEEZRVHL, SSichvT o=
AFRTAATVICE>THA VR Y Y HBRICERSNBC L8 Lo Gorden © &4
Y2Y YOBKRIGHHONS EBNTED, FEOBEOMDEE TOEREDOSHHEE LA
ThoteE S, TO% Walsh 5 1E MDERA T, BRI bHBRE MDA FRIE LT
WISOADHIZE T FOBEMIHTE4 VR ) VHWMDREERT DS BT & 45BN,
éBm}hwmaéﬂbzﬁWT&ﬁLwmw%&ﬁ&m%%%ﬁ%brméoco;ﬁu
A2 Y GWRESCHERBMDIKBO TR —RWIIIL L TASNEREEEL SN 5,

3 To¥=rEARSRICBIS IR IDORIG

Plasma immunoreactive insulin concentration(pU/ml)
Patients  _;5+ or 10" 20' 30' - 40' 60' 75' 90' 120

A.T. 12 12 56 104 116 103 42 27 12 10
K.H. 14 17 63 104 180 200 104 81 51 51
Y.O. 11 10 15 25 26 21 25 27 13 7
Y.T. 31 74 79 97 86 87 50 35 82 22
H.K. 11 11 25 30 45 45 16 12 6 12
T.X. 9 11 28 42 64 69 by 21 16 14
N.W. 2 15 10 31 49 59 23 12 13 . 12
T.N. 13 8 29 53 73 63 39 23 16 15
N.K. 21 15 106 172 167 59 31 21 17 16

Mean 13.8 19.2 45.7 73.1 89.6 78.4 41.6 28.8 25.1 16.6
SE 2.7 6.9 10.8 16.5 18.1 17.1 8.6 7.0 8.3 3.4

Con- Mean 8.4 6.3 34.8 56,2 64.8 60.7 17.7 9.7 10.1 7.1
trols SE 1.3 1.3 7.0 11.6 9.6 9.3 1.8 1.0 1.1 0.8
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K4 7r¥F=rBRARICBISIRIORG

arginine
—

100 ¢

o—o controls
(n=7)

+—e patients

(n=9)

50 F

PLASMA IRT (pU/ml)

(% & )

TEREENVEVEA Y RY) YORWICDOOVTMDIEFI TR LTz THEDHRNE VIZES
MiICZNE R -> - DWEEER LT3, TSHiZ. MDOBENMESORELRL. M
DD —RHIEETIRLVEEZ TS, LMLGH, 1 V2 ) YIMDEZHREZIL LSS
NBMDO —RUMETHBAMENSH S5, LH, FSHIRLHRHICH L CRESRGEE
LTBD TEETFHEDETRA SNV, ChiZHIBBERERFARNTH BT EERBET
%,

(X )

1) BREHH. MOKRRE. SHES  HBENE YR o7« —FEikBJ 5 TRHEHRARICOWVT

EITHH YR b o7 4 —FEORRK L EFICE T 2K, BASIEERARRRES,

PP 276, 1977
2) MKEEE. REEH,. FELE RTMNE  HRER YR o7« —ERBT3H8RS
WHHIR —LHRHHERICOWT— | BiYR b o7 ¢ —EGEKRDI 7. MMS24ERSE

2 EE2, |
3) SHMESR. PUKERE. TERE. RESH. MAHE. MBER. UFEBEX, Kite—:
HREH YR o7 s —fERBF 3T F= VHARRBICHOVWT, #IHH YR o7 4 —
DA & iEFRICBAT B ERIRINTT . MMSOERMARE#REE. PP 253, 1976.

4) Benda, C.E., Maletskos, C.J., Hutchinson, J.C. & Thomas, E.B. ! Studies
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of - thyroid function in mytonia dystrophica, "Amer. J. Med. Sci., 228 : 668,
1954. -

5) Drucker, W.D., Rowland, L.P., Sterling, K. & Christy, N.P. : On the functi-
on of the endocrine glands in myotonic muscular dystrophy, Amer. J. Med., 31
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o X IgGFcBYT ) YRRV 7L o4 —ffaE bbh, £ FTRIDY ¥ o5k BHLE
DERES 0T Y ¥ EEAITORMIHICH LEONTVE T, SO
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BIGRFMEAT H o BEKRER

(B &)
E FBMGEE (UIFMBF EB8Y) DRIFEIRDWTIREE Xe BRIEAESHVSH TV S,
Duchenne B U X bo 74— (MIFDMD &BsF) OMBFIZOWTd Xe #ick DA
DOREMHILEINT S, Kapuscinska 5id. DMD TRIEFHICHEELFRCRDLTHS
& L. Paulson SREXEZLLELT—EOHRBIBOATOED, RABKEDME
EHai AT 2ENTC—EEL D DMDOMB FRIEHEICRITEMZ Xe Bick 59, kE
HRABABIC L BMBFRIEEZEFKEL 2D THRET 5,

(% %) -

SRITES13~188%. FHEL16DO DMDIRINEZ, BEERE6~8FETH-7

RITEIAL I3 ABEEARE %R0, SEIRBAMIZHMB FEHIE L. ARBHIIHELE 500
L DEEH TR | mEALBALMA., £k E MO M YIB%ARNICHEZ L D OBHAMIC
X 5mil A, FEBRIIAEHEORBHRIcES Lice (K1) o KEFRBARS BKFEHN
2 + SHERN RALGTEN % +S8HEFH A A DERIEAH 1T L 0 DRGNS T 7 b —ic s
B3ETCT~10DBBRASE. (K2) o MBFEHIIHZRBARILE 2 LIS 2D B

FEROEMIILD.  F (n£/100 8 muscle /mn ) = 283« 100 & LT 10

RBEDEERE v 7 7 v 7 & O IR % d@giated Ul A RESERIE 5 EIRA L.
AMEEE L CREESNRICEEAZIFKEN RBIEK linear KRIGT R EXELDI
LT 033V %BAK, '

(% £)
2 bl L CRE LIS/ 6 flico& 1 HH & 2 MBOREEDO£% 1 EBDAEBTERLT

BEUARTTHEEIDLSIRIES, FHg 8T % L7i-). IRICDMDFIOMBF %Rd &
E£20XS5ICEY 75m/100 g muscle /min L1 -7-c MBF LESBIUBEEE LD
KEEDHBIBIRIZA EHITN,
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Schematic Diagram of Entire Assembly’ Measuring MBF
by Hydrogen Method

2.5% H, Gas

Amplifier Respiration

Blood Pressure

Polygraph _—
1
Micro H, Electrode 4
Volt-Ammeter
1 95% N,
Control Box

Reference Electrode

Reproducibility
Measurement |2nd - IstIX 100
Case Ist 2nd Ist
M.Y. 6.3 4.9 22.2
H.E. 5.4 5.7 5.6
T.H. 11.9 11.6 2.5
S 5 8.6 9.0 4.7
N.T. 11.6 10.5° 9.5
S.H. 11.7 12.6 7.7
(m1/100g/min) (%)
m =8.7
SD=7.0
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MBF in Duchenne type dystrophy

s Disability
Name A?e MBF
(Y0) Stage

(m1/100g/min)
K.I. 17 6 8.5
T.Y. 17 7 5.1
KY. 15 7 5.6
H.K. 15 8 7.0
Y.N. 18 7 5.0
Y.H 17 8 8.3
H.E 18 5 5.6
T.H 18 5 11.8
T.T 16 7 10.3
Y.T 13 6 8.8
N.I 17 6 1.1
mean 16.5 6.5 7.5
SD 1.6 1.0 3.3
(& 2)

AEOBRMICOOTRAZA R Y 75 ¥ A & 5 RORRAESD 39% &\ > FER
SORBMRICHE LS TIIH 55, clearance rate MEW EBRIBOAESC L3 baseline ®
Wi, H5VIIENMHGERICK S shift DEEBREIL SN TS,

BB, KBMEAHERH TS on HRT2 /i BBABA LRKLE L —FITiH, 207
., 81 & 6.0mL/100 8 muscle /min L[El—FTHEAICLDBDOMBFICENHB T EH
RBINiz, MBFIZDWTIE 1970 4 Kapuscinska (3 Xe HETAETE 070 + 031 me/
100 8 muscle /7, 1974 4 Paulson 5IdEHHAT 2.6 £ 0.28 m£ /100 8 muscle /
min & LTW5, HADBAMIRRDBELOEMTH - TOFRE LT Xe ETIREIAN
i SHE B2 OAIETIRIEHEYE Xe ItL D background MSAX 7D, clearance curve
P EBIfED X 51T monocompartment & U CHRMZENT5HETRMB FA» D&
CTTOAAREENE A OIS, SRIBLEREIXECEENBAOKESL VA, DL ED
DMDEROBNERI/IOVOMBFRMHEDFLATHEEEZILNS,

(2 & &)

Faid., BUDTE MFMAEBEKZEFN R VT 5 Y 2AETHIE LI Duchenne BIf T =

o7 - BEOBHMARIE Xe ETHES NI I KN TEETS - foo
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EF R L REE
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(a ;0B

RABHREERA L TERNUHEBERRELITOCEN, ETHHYR o7+ —EBROH
NETEBEHNCE SR BFHED —DICIE DB EhEPIC OO THKRNICKRE T 5 DHAERHR
DEMNTH 5, _ .

Bfic, HAIBAS2EREEEH VR o7« —ERRABXBICANT, BBHATET 2 -V
ZFALCERBNHEROBREERE L TV 5,

SEEFEAEY 2 —VERRAL TR SO EREGLI L, BIGBENI T HOA, [
DHNETOKAEBETIOIREOBL TOEIDICESER > TRIA L, BB, ZOF—
& —DO—WIBICHISEBARY N NEY F 4 — v a3 YVEESBRIICHEE LT,

(F&k & &) ‘

1) GRS, M. B—FMENE. RS, SAK. AULE. GRER
BHicxd LT Medelec € ¥ 2 —WREBIHMS 6. B EY 2 - VIBRUERABBEEMALT
100 V. ~500pV. /div. OREE. 100 resets ~ 50 resets /sec. /div. DA—F Y &
v M E—- FERERK. FAELT20com /sec. DFEEDEFORBT mV. sec. ZHIEL. Th
% Swinyard FOEHMEEMEELRCADL LOMK, B 7 X rOBERBEZRH LI B
#E, BEREOMES—FICT S L. BHOAEE—EICT B LFILHBL 2, HRIZ Du-
chenne BIEfTHA VX a7 4 261 THY., ChEZFICHT ., EBBEREREL ~4
EEINv—T1, 5~6FE I V=71, T~8FE /7 Vv—TME LT

2) TRADBRI SV T=AHHEREMEDORBRBR LT 10

3) VFAHESHEIEEYa—VADG6, VFAAPF YRV —4UC3, PFVYRYVa—¥
774 Y)Y UL4-10%-~T. ZAHOHNERE LIz TOBE. ERTHARAGIELT
BESNIEFYRIa—-HT Iy YichH->TEREMAFE EARICHSEELLCE-T
B o0 lciiff%E “ compression curve” LAREFL 7o

(& £)

R ILRUR2ILRTCEL . BEEMSEO DO TLEBZHEH. =AH. AMILHOERBDH
BRFEMEOEDPBEL L. Fc=ZAfHicRTIsv—71. 1. IO=#HEicFEZERD
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FAHADLFHREEON. ZMEiEE BHRAMKRICHS “LHEE" &20LHHER
Bl oBlE%ER5& + 0718 TH-71o

BRAOHENEHANLHNT, BANREFEBFEHIOVTHEIEEFT R MG EHEVT
LBRIPNIFE2RHD 7 2 b &1TV, Z0MME RS L GRHEAGH TR+ 0931, /MMsH
EEHITI+ 0921 . BEENEMEATIE+ 0973, LB S TR + 0965, =M Tid +0.

© 9984 | AMAIEEETIE + 0976 . ERHEEMH TIZ + 0919 TH-7:,

74® Duchenne IETHR VR o7 4 —EBRIE DV TEZABOHBRBE S EO KRS
AL ER LIRS TESFEY 0.275mV. sec. £ D 0.225mV. sec. EBHPDDETER L.
BH, ZORBOBRBBI1E2 yAREIES YATH ~ 1

2.1312% Duchenne RIFETHRT VR b o 7 4 —FEHRROZAHOXREHER. ZOHIE
KU “ compression curve " 2[EEiE L2 bDTH O . HROBLKNEHRER UG H
ZEFHCIBET 2 L0 TE 5,

®1. ) Integration E.M.G.
Av. and S.D. in mV. sec. obtained from §
different muscles of upper ext. in 22 pat-
ients with PM.D.

Abd. poll. | Abd. digit. | Interossei | Biceps
brev. min, dorsal. brachii Deltoideus

Av. SD.| Av. SD.| Av. SD.| Av. SD.| Av. SD.
0120 0.156 0.111 0148 0.269
0.020 0.045 0.058 0.040 0.072
0113 0130 0.074 0084 0.106
0.064 0.067 0.041 0.059 0.098
0110 0.087 0.062 0.005 0022
0.063 0.042 0.0 0.007 0.020

Group |

Growp O

Group Il

2. Integration E.M.G.

Av. and S.D. in mV. sec. obtained
from 2 different muscles of lower
ext. in 22 patients with PM.D.

Vastus lat. | Flexor hall

Av. S.D. Av. SD.

0.048 0.039
0.046 0.024

Grow T | 0022 0044
0.020 0.030

0038
0.014

Group |

Grow I | O
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X 1. Follow-up Study of Integrated E.M.G.in 7 Patients with
Progressive Muscular Dystrophy of Duchenne Type.

oas

é 0%

3~

3§

g

3 - o

-

-

s

£

018

509.'1977 . Feb. 1979
Dec. 1977

* Shaded area represents meanat SD,

X 2.
S.Y., 12 yrs, male. P.M.D, Duchenn type.
Top tracing: EMG tracing of r. deltoideus made with
surface electrode and paper speed of 5 ¢cm./sec.
Middle tracing : Integrated EMG: 50 resets/sec./div.
Bottom tracing : “Compression curve”
(% & H)

1) ZEBEBRBFTEEALTCHETHH VR b oo s —ERROHHET2EBEMICIEE
TAHENES O, RESNALTHOA., 7R FOFHREDINT &, E‘EE%":@&&(
—HFTHLEENSEIT,. ZAGPROTFAMNBELEHLEEZL 505,

2) MR eva—- Nk BEBIREAEIEICMA T, OFHESHIEE Y 2 — VX BH D
h— TERERICEET A L3 BERABEBEKREELELZEI SN S, 5HBIOHEIC LD ER
AERTRI LIV,
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YA b w7 4 —IEICE B ARG EE
— Collision Method iz & 2 #: 5t —

B M B Al O R B
H Lk i a8 B’ & =%
H & K & ¥ & AR
S

(8 &)

E4I3EA51EL D Duchenne M Y2 b o7 4 —ff (LIFDMD L#8F) DEMEEBEDZ
SR 5N TREBROMELYEEOREEREREZ L TE 1, BINSAEEITIT.
Hopf 3% L7z Collision Method 2 &k ¥ [Eh 0 B/ Mo BLEE A THEEIIETL
TVWBZ EZHE L SRRREBMETO/ERLREHET 5,

(% &)

$%3. DMDBIRS0E, E4E T ~19F, FIERE 135 £ 30 & 55 HITARES
B T~12F. FESIE 101 £ 16 5%, BITRERRA. 9~19&. FHES 142 + 28
RTH-7o MERE LTHSHUAEHREESTVI2~ RO RRIVEEE 7o £OF
BESIT 134 £ 078 Th -7 1962 4E it Hopf ® 4 L#- Collision Method % W
7o EhEATIZ Medelec #38 MS6 MW, HIKE% 2 rE# S €. IMENEHIC KT ER
ZEESE. FILUNBEETREMELHE LRAEEEE Maximum Conduction Velo-
cityZ BT 5, RICFHEICE —R@EEZBHE SO UNBHIKE_R#MEEZ 5, HE
{3F56t 0.2 msec T supramaximum D FUDBETE I, F—LE_OHIBESLLES
RLITHEME LS EEFIBIE U MBEORICEZRBIC L IMESHERLE LD S, D
BsEIRRE & D i3 Maximum Conduction Velocity #EIHTE 3, X 5 iIEBEEEAH T EM
BRERAL2D, 2LREKENL S, CORBMRL O R/MEHEE  Minimum Conduction
Velocity DiEHIEHh 3,

(# £)

%kfi‘ﬁﬁgciﬁﬂﬁﬁ 689 + 38m/sec ., DMDE T 63.4 + 7.8 m/sec & DMDEZE
TEVCHEBICSZBFEERALV. (K1) o HITHRERESTREER & OBEAIEEEEIC
bHBEES EHUV, BMESERIIATET 384 + 98 m/sec . DMD BTz 306 =+
5.2m/sec &1 BDBRI|THEENA LD ONT. (K2) o HITARERETIE 283 +
. 68m/sec . 30.7 £ 47Tm/sec LEEEEIHLEV, B/MEHEE LBEEEEOBFRERR

T5EX 3 LUBHHEEDOHBIZANL L, FES & G/MeEEEIC b HEDHEBBAFRIZ IV,
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ER d Sor

N=10 N=50

ConTROL - DM

3.

(& 2®)

" Collision Method DORIZEERE LT, F—Ii
B MEREIE AHIMGRIEIC X DZB L > B A
HiEZI OB, 46 supramaximum @D
Hlg e LT, MEDSRAREL - BEX D0~
S50VAXSEBEBEAMERA LK, B2ic2 DHOM
BhBRAEEZRHERIESREL LT
3o Avvuzxa—7LFTHER1~2 mV/div

THETH-D/PNEBEHGHRBI NS ER
#hid Bo &3 temporal dispersion 5%
DA ERAERELEL S,

S THREDMDOFEEFHRE—MICHES N
TRVWAH, RAFh T TORAEERLD —
KUEFHHEREOFENRBIND LHEL
T& 1z, SDOEROUEHBFICBERNBDH S

X 2.
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ek, 0AF=v 0 ORMBEESERICETL T3 L0 HERORERFOHR
EDTRE NS, 72 LRMREEREL EOHOS TR IVMRERESTRAS T35
. AHWEREHEEOREL BEL SNTAEOSEN L —MECTEFNLEL >N,
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iR BB Kk 3 EKGADHERBAF ROERICONT
— fMREEI»GEELOEN~DIEH —

I A B
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PER S ¥ B A

(B8 )

ImV. = Icm. DREETEGFINLVTF VYOLERREICR T, MEREHESR TIIEE
MDBADBR SN BT EMEH L, Bic Werdnig — Hoffmann fETIIERIIEL T EMHBWL, T
nicxt LT Duchenne BIETHR Y 2 b o 7 4 —E TROBR~DHERIBA TS E O K
&> THZDRIBITED,

B4R OBAHEBRZERABSHEF TR TS &ick D BEHRBOEINCHETITS
P F LTI RN

(H & & xt 2)

1) 1mV. = lcm. OEHERE T Mingograf 62 2BV CLERSTEZ L. ErBENGRE
T4y —DMRERS Lice TD T 405~ 35 VEABE%E K30 Hz Ic4)fRT 5,

2) LEXBIFROMBEICEKBHESRLBML. chrxe Y- ARBHEHMS 6. Haey
a — VGBI EEE LIOVERID TP segment iHB1F5 Yt bE— FHABEAZRIE L. BHiC
FBEDTE Y2 -V FASEEHLTEY 77 Lx bl b, BYET2a—10
A=Yty FE— FEEHIIS0 resets /sec. /div. ThHO. HIFE Y 2 — v DIEERE
SEHU 10s. SENERIES #s. Thd. XABKIEY 2 - VOFEKELY Y Vit 150~
1500 Hz T& 5,

3) EHmieYa—w DAVE REHLT2E. 4@, 8@, 16[@. 32[E. 64[E & 6 BpED
MEZTV. BABHERSTERRS N MERE A .

X3 2 2D Werdnig — Hoffmann #E BRI 5 %D Duchenne BIETHE V2 bo 7

A~ EBRTH 70

(& £)

X 1.i3 Werdnig — Hoffmann JEDEFITHH. FOFHIC MO VLENED LN B85,
FEOTNRIMEFHOZN LD b RERGVHERSH 5. HBRRET7 V9 —icLDED
BAHERESFHICHDT 200 BRET S, 6 CEFOLERZ X0 #E 100mm. /sec.
TicHd 5L, H2icndmd. ZORAHERIGSOIRIED D LEVRIEO D LD S5
DIL->TOBT ENGRP B, LER Tp segment DBAHEBERHEHMEO LA RN 3.42Rd 40
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¥ 022mV. sec. THHD. 150 ~ 1500 Hz OBV v PN TIE 185 Hz it 150 Hz
itEe—=2%2%5, HD 527THz iRIC GBS I IO S B E R b 77 %2 EH B, HICTEY
TMEEYV2-VEFERALT. ZORBAHERNEEZLTAS L, REMETER VLRI
g T &R,

fth 1 Hjd> Werdnig — Hoffmann FDIEFH TS TP segment DREAHBXFEMEDEE
HEH 0.13 mV. sec. ERPEVLIAT, EOER &FEERIBDITRE DI,

Duchenne BUETHE YR bo T 4 —ES FIOA., 1 FlICHERIDIRBAZRD I H3Z D FG
BEL. BEX7 + — vy —ick kL., TP sement DEBAFHEBXIZIEY 0.04 mV. sec,
ThY. 150 ~ 1500 Hz DRFEH LY~ YA T 150 Hz it € — 7 %&b 428 Hz TRIZEH
NEBHT, SEMET, EhWEHEELZMD T C &R, M4BBABHERNEZZDI
-7z Duchenne BUETHFH P X bo o « —FEDEFITH Y. LEMX TP segment DFEHHE
DEEIR 0 THY . FABKINE Y 2 — M SFEEM AN - 12

(X1.) (X2)
Y.N, 9yrs, male "Y.N. 9 yrs, male.
Werdnig—-Hotimann disease. Werdnig-Hoffmann disease.

* - M | RV l‘. :_,,./"\;...u """"".f‘"\a——-*
Yicenrens . o~ Ao
e . e ) — e
(7 NN 2~ [T PUVURIPI_ WP 7 e
|| PP, e . )
T
3./ 7~ R R ;
| L | EE . )
SR S N
dl-vv-v“-_{.__ PR, S T
Wiwre o~ B Saaaa -7 [ el ¢ Lo ~/‘\—-—
IW~~-\“~/,‘/~”'.A—-. '-.\"‘/\‘/‘ .w_ N :
o Tromor fitter oft 5 Tremor filler on. « Tromor fler off. Paper speed 100 mm/gec. .
(&3) (4)

Y.M, 11 yrs, male. P.MD. Duchenne type.
Paper speed 200 mm/sec.

Y.N, 9yrs, male. Werdnig—Hoffmann disease.
Paper speed 200 mm/sec.

MMM

///,_-/////——///// ) - ——
s - -
il -— i o e
Paper speed 500 mm/sec. Peper speed 500 mm/sac
*Ar/\v- Pty M i \/ . — —_—
.. : ———l——
Tum” e u:“mm“ ! !‘c'Eo.'u G.; S0 resets/sec Afiv. 'u“.s’ ":;:‘2 L.-.d;ng-l.' dls'acg't; G.: 50 . * )
Bottom tracing: Frequency analysis ; sach bar of histogram represents Bottom tracwig : Fi analyss ; m‘a“ofv'nwm represents

requences from 150 to 1500 Mz

requency
frequencies rom 150 to 1500 Hz.
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A BOERNOHERRADFHEIC DV TRDZ EEMEL T 5, @ fasciculation
potential IC &% b0, OBIEIHFEIC L D LKEIEARFOUBED FIEICAREE L UHiE# %
T D, THIRBICHEBIEIDHEE 7D > TROLENBEVWEESIKELRONEL5TH B, &
KERRET 2555 EUBRFIELORLES PR SO THED bIINT 5. XeHHliEHE
MK EOHRBBABEREFH i 5,

Werdnig — Hoffmann #RiICH SN SHERBARRIERVEBREIEIL D THY . #iT
HHYZ o7 4 —ERRONZ ODEEFEIRE I BOTRUEV,AEEZ SN, BiIRSHKD
BREADBLETH 5,

BEICES DI, ., ¥ ANVELBHEDOTRANTPEC &, BAZELTRST &,
BUEONEEPE LT LFRCIDBERIIBRT I E0d 5,

BRFOS2EE 5 ARG NI EEEEH = » — 0 YREBFEFRMSHRICN T, 1 hESIHE
R ERFED LERICHBENDRBABRON S &L, £O/KAE LT fasciculation
> giant spike ICHRITBLDORMWERLTHS,

(& "88)

LERNNOHERNBAFROERIC LV EEHELLENT S L2 LRL. HERKREY
A=, ERETa—n, ABEESHEY2—v, FHMEE Y2 - AEFALT280
-Werdnig —Hoffmann #§& 5 4@ Duchenne BI#ETHBH YR o7 4 —EORAFHERFAE
ORI fThN

BABEROBKRICOWTIE 2 DOMEHSTON A, SHEICEY T TR 248 H
55,

(x k)

(1) hEHFH. SR & AEER. M L. HERIL  SEEEHFEEEOLERICL S

ESENE. BEEEREREETY~ 2 — 0 VEBABHRMBISIEERLRES, P4~

35, ERFN524E5 Ao
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fBh ¥ IE D e fib AR 5 B BF 52

ST A L R T S B
D S 3 WO B %
EZ: I =B i)

(FRDH 8 . -

EITHH A ba7 40— (LUTPMDERET) BROGEMBEREIOVTIE. NEFRR.
CTHRASHECHESN TS, /6] QEEOME. THRYE. HERREESOHRADHE
EBGOEDSIOIBREOHERBINTE L, LEAIKEL. RERRIIS0~60%iCH
BEaLan, $7CTRBVTH, WOEH. KEOLAZOREHOSLLICRAESNS
LEBATOS,

FADBRICBOTIZ, WEBORBEOPMDER (Fav+ VR ZNALTHWSEH,
RO S L CBENTLEFANS 120, KICRNBHEIC TERMICRIEMAT
WE . PRBERRENSFET 2ODED. 55 VREET S L TUELRICERT 555K
LTWEz,

(% #) - -

MU HIERABENDO PMD (Fa v v vB) BE (R) 055, RREHNET. 2Flic
ROERBAEBINRO, SOETEEMNICERL TH &/,

I ®EEOME @ EEG ‘

® HRTVE
© EREL

I BEGHE CT

I LEONE @ OEFR b TR b )
® 7= b

17535, SEIE RO 5 BHMEFRRICOV TRET 5. HREARRERD > 5198 (10355
163) T. ZOBOBOILDNT, RHEBIEMD. MMM, BPREHR, tHH%. &6
% REBHBOARSERN Uiz, U5, BohkHREMIT 510, FTROMEES
2155, '

I GHEm ,

@ EEESHHS 10H §itk. IRIEA50~ 150 £V OEHIKD b3 @ H 5% EHELIC HE
+360,
® @LERTS 55, HIEH50 2V LIFO b0,
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© LE@LEKTHEH, WDWB 54TV ILERDS LD,

@ FHEATRERIEHENEL AL LO,

1 BRF R

@ RISAZETILIC 6 Hz ORfIBRIEO B 580 3 b0,

® 3~6 Hz DIRBBRED B A B0 3 D,

© FMBRBAETT bD,

IV & #

@ 9~10Hz TOAEET B D,

® EVWEBT (3~12Hz ) TEMET 6D,

V E¥EOHBET 50
(HELLUER)

I HEERRBIC DV TIZ@1261 (63%) ® 16 (5%) ©5# (26%) @16] (5%) TH
= 1o IFIHIBREIC SV TII@ 3 F] (16%) ©5 Fl (26%) ©114] (58%) TH 70
ILAMFRRIBIC DV TIR@ 26 (11%) O2FHO2HTH 1o Kxid. 1. 1. MOHBK
DT, BTERBEATH B EEL T3, VARIBIC SV T, EVWEEcREY 20
%641 (32%) ICiBl, VEEK MBI, e b | PUSHREIERD 5 E -
foo REPRRFHICE VT 10 HzDFEH, D LELO BB, RUOSHENED | ~ 2 ST 3%
B v 7V y 7 ZHHBL TV 3, SEFIRE/ 0— 2, GBS, B8 ¢ EESORMET
HOHI>BRTH 5, ARKOBAICLD. [O. O, M@, O%& k. 78. MiES
LDBEERTWS &dkic, CTHREEMBLTO AL,

(£ & ®)

SEOHEHED B, HiktB~, FHICZTOKBOFE—~$HE LT, MEFEOKRE &
UEREAZ BT,
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Duchenne EIDMP i B 1F 5 ik R FEZLE

R RN M E & —
ERG - E N R H B i

( F )

Duchenne Bfff ¥ 2 b 07 4 —JEBEIL, BFICHREEROEBETARTC B LLHSNTY
5510, ZOMRMORERERDE, SERAE. 16PIDHRRICOVT, BKF— 5 &
REMRLOMERIZIT > 1A R, LS SIRMO KRR E 34T L &G LD - b
WS DD DHEKS SERMBBOLN/IDOT, TILHET S,

(FRHHELCHFREE) _

xR & LIERIE. Duchenne BIHEITHER P 2 b o 7 4 —fE ( Duchenne ZIDMP & B8:0 4
%) 166IT. 2Fl. FIHBERTERRBREOLIREITH 5o SIRIZBEDTHK2BHMLINICHT
b, KF10B =) YRIiC 1 BEO U 3EREE Lk, RN AR RER 7
oy 7 DY LT 1o BISASE. TATEIZE. QUTASE. %OAE. ARISEM. BUR. BE. /NN
hi, BELUEHDP S, D ESR AL LO/NMIFRA T o 2450 L., $1-HiTE. &
TREE. RIERZE. BEAELIG/MRIC OV TR, SlKKYFA 7oy 2520 L1, /57 4 ¥
URRA7Tay 720 L. /¥ 7 4 VYR E8O %, HE. KB, Holzer, Bodian &
¥ Holmes L EDRBEIT -7,

(& £)

BIRBFERI. UF X DBFETHD. TDOFEHfHEIZ. 186 £ 0.7 F TH-7o ( Table1)
B MRS 2 5l . HAERORIERER 1 flic@Y Shiz,. BEOFRESRICOVT
. I REAZ - 7oo BERMEESRIROD MR & LT, MEkES 1 FlicBn Shic, &
FERAEME (1 Q) F. ZOIEIX 1171 53RETTHD. TOXRMEH S5 Fl. T08L A9 F. KPS
2P TH 1o BBIZ, 2HHBHSLUREARL. 3FALBRARKEE R L. BB, &
RSB TR, ERBICIE, SHOER TERERHEHSTD Shi,

BIRREs, MI3Z DR THERLERER LY, ZOMICIIHBHAERERREE RIS, -
72 ( Table2.) o RAERODFIGHIZ 1430 £ 408 (n=16)THV. 1 Q<TI0 DEFITIE .
1558 £ 832 (n=5), Q=70 DEFITIZ 1382 + 428 ( n=9)THh. 2 BHOTHE
DI FEREZRED SO h -7 (P> 0.05) ( Table 2.),

MBI, RENTE, BIEAE. JATEE. ISR - RBHAERK,. RESTFRAGEHG
H CODWWBUREHE) HHENEEEICEDSH: ( Table 28L03) . COKER.
A sE LT, 1Q<T00bDT5Fh3F, 1 Q=700 DT 9 Fh 2 FicBb S,
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I QDEWFICHER & » 7o RKINEEAND Rtk Miaiiid. FisaE o3 MeAgEiciE
BoNlh, TOHEIRE, -7 ( Table 2.). ZORRIZ. 1 Q<00 D TS5 Fi 1 Fi.
1 Q=100 6D T Fh 1 FITH » 7z EBHDMPEMIAD BLFE 5 & O RIAEAIT A O/NEFER
( Table 3.)i%. SEEAOIFREE & FELBRVEL IO TRBVMLEEL SN,

INKTRL 1 Flic BTt D REA RSO FHEKEL 7Y A — Eosi8d S/ ( Table
3) o ERIRENICIE., HAERIKEZRIREC, — A1 QRIBTEDL » 7.

KBTI, EHA Y - THROEFRHL 7 ) A — 08 HlICBD O h, T4 Y- TEDKR
X 3. Pseudohypertrophy &+ EZX 2. K& 3iid -7 (BEH1.BLU Table3.),
ZORAB T QKIOD LD TS Fh2Ff. 1 Q=100 bDT8HIT6FTH o120 TDI YA
- €% 2 L7 8 FIO/NMERE. Bk, BhoERB LRI, EEREDOLILEL -
foo ZOMICTFAY — 7HD lamella DEFH 26 (1Q<TO1H. 1Q=T01#1) iLiB»H S
fifz ( Table 3.)

Table 1

Clinical Data in 16 Autopsy Cases of Duchenne .DMP

Age ' 18.6 + 0.7 years of age*
History

Consanguinity 2 / 14 cases
between parents

Asphyxia 1l / 14 cases
at birth o

Neurological findings in
cranial nerve region

Dysphonia 1/ 14 ca$es
IQ0 (WIsC) 76.4 + 7.4 (14 cases)*
EEG

Abnormal 2 /) 14 cases

-Border line 3 / 14 cases

*mean + standard error
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Table 2

- Pathological Findings in 16 Autopsy Cases of
puchenne DMP (I)

Weights of the brains 1430 + 40g
| (mean + standard error)

Macroscopic findings

Swelling of the brain all cases
Histological findings

Frontal area
Myelinated fibres running 1 / 16 cases
parallel to the surface v

in the molecular layer

Ectopic nerve cells 1 / 16 cases
in the white matter :

Parietal area
Myelinated fibres running 6 / 16 cases
parallel to the surface
in the molecular layer

Temporal area
Myelinated fibres running 3 / 16 cases
parallel to the surface

in the molecular layer

Ectopic nerve cells 1 / 16 cases
in the white matter '
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Table 3

Pathological Findings in 16 Autopsy Cases of
Duchenne DMP (II)

Hippocampus

Marked loss of nerve cells l / 16 cases
in the sommer's sector

Occipital area
Myelinated fibres running 1 / 16 cases
parallel to the surface

in the molecular layer

Gliosis in the white matter 2 / 16 cases

Small necrotic lesion : 2 / 16 cases
in the white matter

Cerebellum

Small boundary zone lesion l / 16 cases
in the cortex

Mid-brain

Unremarkable red nucleus 9 / 9 cases
Pons
Unremarkable central 15 / 15 cases

tegmental tract
Medulla oblongata

Gliosis in the inferior 8 / 13 cases
olivary nucleus

Malformed inferior 2 / 13 cases
olivary nucleus
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BH 1. ZEfE, FA4 ) — TEOEHRL 7 ) 4+ — £,
Holzer Ziff,

(& 2]

Dubowitz (¥ Duchenne RIffi~ 2 b 07 4 — BEDHIFEFEERIC DV TSR EIT L.
HIBEREE HS, BHCRBBIY 2 b 07 4 —IC L B BHEERBLEICORDONE T EEHE LT
2. BEONREREOANBTR—HTREL., $1LBEEDHS bORAREEETHY., coid
SOEFDHHEAHTH 722,

Rosman SEF YR b o7« —FEI2HREID RIS FOBRKRLE ., HHEEEE2 L7 6 F
ERS -T2 6 FID 2 BHTHT THT 572 10 RIHOB TR, KRNO IR 7S REFR A3 F
Pachygyria %54 f. & X OFHAREIIC R MO MM H 4 6 BlICEYD S t-. BEDEE
?ﬁ‘m%#%miﬁﬁ@mﬁmmﬁ&1%M%b5®éf%©\20@%@@?%@&%#
HHCEH SO EMESED SN B EHE L1,

T D%, Dubowitz (321#1®D Duchenne % DMP #|# kD SR EEMIRE ATV, 6 Filic
TMADEAEND 7)) 4 — ¥, WD ERENZL EE2 BB ML, ELEEDEH -7
LHE LYo FICHIRMTS pachygyria 5 & OSSR 7T (VE N R S mIaet 2. 44
IKBH5NF, Rosman ©OMEICEEMAER T IFII.

ST, Al A Om#K LSRN 3. KBS BN BRI E#iEHs LIE LIZE» S h
Fric T Q<TODHIFEIE T 2 /R REBNCHE i » 120 AKER. NEERE S, LIZLIE
REn 9. FMEERELED CEMVUMSFH B 6. AKZEH Duchenne %I DMP HBED &
REEF LB S B E S iE, BICRAZET B THA 5. —H. MEAENRIF SR
WOBBICRD SNTh, INESBSDRAFORBETLELIZALNE D THD A, FERID
B EcEmusdLlaign,

/NKBE D RS SMIalE O FRD —> & LT, FEEMHEESEZ OND 8., /MK
EERLIFKAOEF TR, BERMICHAEBEEEHIN T, -7, RLDEFTE. —&
DEFFEDOAFEN S EE T XL,

B4 DIEF TR OB > 72 ZAbid, EBEFA ) —THD I ) A —€ThH 10 CDLSEH
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Fid. Dubowitz gL TVA53. HHL21H]Ic >\ TIEZ FHINCHN 10 E S hoid
BRITH S, EHTA ) — 7. MREES L ORI S SEESET L. —HEOTLE
EHE R THRAKE DRERSAEHLTHY. ChoEOMMHESE LT, EMTFAY -7
BRREMSENTETT LEDATV S 9, LobIcRADERTIR. RO
BEZREDONT, TAV—TEOINV A —EDAMBEN 120 FAY - THEOKE X3,
BICHEALTEE >, 3 BRI b EEREZILIE D SN D 12, COREDE
B, SERAFCBRF SN GREESEVIES S,

(4% =

1. 4[El. F%i: Duchenne IDM P D I65IRFID & REEFHNCRE Uiz, BERIICIZ. 4
i, 1 QOEFARLE DMV 1, —HRMERE & DROEHICED >Nz,

2. Fghdicid, WIRAICIR FRLERSED Shichs, HOMLEHERBD OO, 12,

3. MMEMICE. KKTR. RESFEAORBMEAGHES. MEEET 2R LIERIC,
HEHSHEICED Sl KKFZEE Duchenne &I DMP EBEDHIFHE T & O Ic >
TR, BREDURNBBLETHS D,

4. BEBETA) - THROERL Y 4 - EHSHBICED Shich, MK, BB LUdPRic
BAEERZE I RiHh Li§ 15 - 1o '

5. Duchenne DMPEHFICH 1 2 EELFRHBREICHNT, KREORERIEFICERL
COODRMENH YR b o7« —EEKRBEHICEGRDBSH 0 E I L. 5%, BicRid
ENREBHELL TR,

(2 & X &)

1. Crosby, E. C., Humphrey, T. and Lauer, E. W. : Correlative Anatomy of the
Nervous System. Macmillan, New York, 1962.

2. Dubowitz, V. ! Intelectual impairment in muscular dystrophy. Arch. Dis. Chi-
ldh., 40 : 296 — 301, 1965.

3. Dubowitz, V. and Crome,L. : The central nervous system in Duchenne muscular
dystrophy. Brain, 92 : 805 — 808, 1969. ,

4. FEEE  gEREEESADOIYIC, BEEERE, HiE. 1976.

5. Horoupian, D.S. and Wisniewski, H. : Neurofilamentous hyperplasia in inferior
olivary hypertrophy. J.- Neuropath. exp. Neurol., 30 : 571 — 582, 1971.

6. ZREL : A, HHEH. MERE. RKRET P 7 X, BEREEARE. BEFEE.
1967, PP 195 — 214.

7. Rosman, N.P. and Kakulas, B. A. : Mental deficiency associated with muscul -
ar dystrophy. A neuropathological study. Brain, 89 : 769 — 787, 1966.

8. Urich, H. ! Malformation of the nervous system, perinatal damage and related
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conditions in early life. In “ Greenfield *s Neuropathology, 3rd Edn. (Eds. Blac-
kwood, W. and Corsellis, J.A.N. )", Edward Arnold, London, 1976, PP 361 -—
469.

LHEH Y2 a7 4 —iEDCTHRE

E LS HER
T = = X H B Al
m R B 2Z

(i C & 2]

HELHH VR o7 4 —EOBKEEE LT, Penn 5 6HEABES TH 35, HED
BEICH Iz > T, ERNZHIREIEANEL . HicEERAIkBVW TR, B4DER2
MHRIE &3, Penn 5D 6THBIREDWIEA, BRMICBE—-EBICBLENS S, C
THRRALOBHALCHICRIEIFREZZLIC4FIERE L. BEELUH YR b oo« —EDET
ZhricBVT, CTHEERFERTHIHFLIEIET 5,

(fE g1
. Penn GOZMEEREOSNT, &£ LikRTmd ., EFARIVWIThd3~5F TRIE. BEH
Eo#F o, ETREAFET. HTREFMHLIANCAELIEY GEFA 3 BT THLA I UTHIT
B) . REEAL B, EEHORREIINE, S 5IIhS0 4P, & 2RTm<,
FEEROMEEEE2D T, floppy infant TRAC, 3~8HATHSTHY., BT
~3FTHE-TW3, CPKIIEMEARL. HBEX. MR, 5 b dystrophy DFiR%EE
L. 3FlicageET %3207 GEFI 3D 1 QIIFKRMERLH, 11F T4 + 4 DFFERRD . Hfa
It RER S h o7, LELD. MONERIH B, B, FHLUAEREE > THEHA
A% 3. L0 6 T HOLHEER LR L i,

(F&EEE R ' '
 FE Al C T AT Lo

FEH] i.?li%%ﬂb‘iﬁ@%fﬁﬁ‘ R=E A, porencephaly & 4415 periventricular cavi-
tation %I (K2) . EF20CTTH. KEOEM. O BEOKRSHLRHAD SH
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7o fEB3.. 4 TRCTHIRIBEETH -7 (%3)

L
iE # 1 iE &1 2 iE B 3 iE #l 4
i & 12 ¥ 12 & 11 x 5 ¥
R E & 3 ¥ 3 xF 5 ¥ 3 F
1 B W AL B % B % B # B #
BITAGEES 7 F 8 ¥
K # B X + + + +
BRBDO D E - - - -
%2
iE # 1 fE #1 2° i & 3 i £ 4
RERRUMEEE - — - -
R floppy - - - -
¥ OE 5 M 8§ M 3 M 3 M
BITERRS 3F 2 ¥ 2 ¥ 1 F
CPK 1258 1300 6200 365
BEX IR % R B E % R %
BhER dystrophy dystrophy dystrophy dystrophy
I Q 41 49 4 + 4 REE 85
Fefafk 46 X X 46 X X 46 X X 46 X X
%3
case 1 case 2 case 3 case 4
Ventricular dilatation + t+ -
Atrophy of the cotex + + -
Periventricular cavitation + - -
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X 1. fEfI1 0LE4 (6 ¥

X2 fEF1IOCTHE

(% %)

EERIEOH YR b o7 4 —FEOLUFIL, BLREASHBERVELAEESERIZICED
RIETHAEUESZEZ STV 3,

HREBAKUBIEORRICB T 2LHRIZ. BREFICHED L-EKEE &3 ENEHEH,D
B, BEALRRIELTOARELURETHD., BRAICHNTHEECEMTHS LR
TWw3,

WREASHERIICK 263, Walton &9 childhood muscular dystrophy with aut-
osomal recessive inheritance PJ'F (CMD with autosomal recessive inheritance ) &
LTHEDIH 5N TV A4S, Duchenne BIMEITHA 2 b 27 « —f (LIF Duchenne & PM
D) OERFUCHNT, RESHEIE, MECPKEITEE LR, SBsHKNEIETE
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FEHLIR G BITOIRER 0D 21 EOBEOSBT o TH D . BBIRIRIC variation 2%V EHd
HMONTWV B, Penn Si3, HEXUDOH VR bo v —fEE LTHRESN/A104 flERSL
6 HHO OB ZMBELREL. ThoXMBTAMRIWMIICTELOELIER L. BRA
CO6HBEZRIIWEETSLEBONS 4FERUH LI, THSIRBEUDEKREEZELTHS
LBbLNiCbphD oY, CTHREE TR, BHODIKRIE > T,

fEF] 1 IT3B8 S/ porencephaly., REDEFHE. MEHLKLELREREH YR bo v 4
"= (UTHWLUECMD) ks6nbCTHRATHZIHIT. B L, -~ TESH 1 02
¥rid. BILBCMD THEAREEMNE V. CTOHMELZEI SO CTHEEELRITE L.
#13ELBCMD & LT, MEERESHENEV., ST, BEHORESLL., &
BB 2 ROV E, DRDEERNTH S, LHrL. BHOKARE ES3ELRCM
DOLZRGEINIC LD BESNTELY., HIHAETHY, MHEOHFTEISEHRTHEL, CMD
with autosomal recessive inheritance &DEFIMRIETH S 5L TV 3, BicHER
THHMHOREBICOVTR., 2flicdAond., BLOFETIISH6HIREBDONEDAETH
b0 P~ TEF 1 RBILBCMDOEMEEZ B EH. DX WIEERH TRIEKEDAT
RBWHEL . CTHRMENICHRNEEbNS,

EFI2. 3. 4RBBBCTHRIEDVWTR., REFELUDH YR o7 4 —FEDOCTH
RICBAT 28GR, X BAOHEFNIDEIS 0. BHERKERRBIBETGIRLVH, X5
L DEFIEZRNT IHENH D EBONRS,

(x & %)

1) BERHEOHE IR bo 7 4 —fEICHM LBEREERT A, CTHRRMSREL S 45 HE

T3,

2) FERNUBELHOH R b o7+ —EDEFZHIC. CTHEETH 5,
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oz bo 7 4 —fERBIAMBP 7 « 7Y 7 =5 »ORH

E S AR PR LN B

FE R H K t B F H
BREKFRE=AR

Sl ii% o fE BB

(2 :3)]
FavzVRBFHIR o7 —EiCBY 2 HAREOTTER. 3 TIK 19715 Menon 5.

1973 #£ Berman 5iC & » TIEWENT W5 5. FEEREE, WHAPNRXBTRE Lo, &ae

715 - - BIMFHRE TR, S5K7 47 /=5 Y bEEOERERY . SGEIIEMFIIR

#cinA. Gel — chromatography T7 4 7Y / =4 vOSBFRIDVTRIL. 74 7Y

/=4 vORBICOVTERE L,

(FEHLUBRERRB) ‘

) BE. BEAZORBESo bo v EVEE, Ba oYy RTIRF VR 772 vER
(Euglobulin lysis time #) plasminogen & (#¥4 YRtfi#ik) F. D. P (Latex &£
#) . fibrinogen & (b o v EvEE) . MRTFEE (@ATFRZMFEEZACTOMER
8

2 BE. SA%RicBAT % protease inhibitor (a, AT. ea2M. ATIH) O& (S. R
I. D&

9 747V /—4%v%BiogelA— 15m #J LTHNMFERL, S. C. TETZ 4 A VA
FUBERAIE L. MREE I}, Duchenne 12, Li mb — Girdle # 2 #l. K—W 6 #i.
ALS3%ITH 3,

(REBLIUER)

® PT. PTT. plasminogen BERLFIEEBEERLI.

® fibrinogen &3 Duchenne EITiZ. 121 5 FHIEA S MicEEER L. D 5 b 200
w /AT THO., REICEHEDMFIZRLI.

® F D P&I3 Duchenne BT126 1144330 ug / meld L& EfEZE/RLIzo

® Euglobulin lysis time l';t Duchenne EDHEITH 9 FloLFHEH L TH Y. plasmin
EoiEERLI. (E1)

® protease inhibitor (@1 anti —tripsin @z Macro globulin anti— thrombin —
MOWINLBFEALDORICZRBD ONE P T (K2)

fibrinogen . FDP#&. EL T®% I Duchenne BUADEFTRED SNILE1 T,
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® HX IHRFEEDORIEG Duchenne & 6 Flic T, E5 100 £20%icxtL. 3 H4350% .
52%. 56% LAEMEEZR L. fhdD 2 fl bIEEOERIZ R L. (K3)

@ fibrinogen M4 /v 3 T3, fibrinogen (I HEATIE. elution number 23THIDTHE
than s Dicxt LT, Duchenne B T3, 6 #lth 4 flTelution numberlsd L i316& . »»
BoRHicEtasn, BERAFRI7A 7Y/ - Y ORESTE SN (K4)

X1

X 2

E%o
O
0 (o]
o
o
ALS  Normal

K-w

oo
oco
o
°
o
©00
©
" q
Duchennt  L-€r
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X3

X 4

Hageman factor activity by using deficiency plasna

patlent activity
1 HN 90

2 TH 64

3 HS 60

4 YO 50

5 HK _ 56

6 HK 52

Gel filtration profile of Fbg through
Biogd— A 15m column chromatogaphy

QD 280

12

1.0

08
0.6

0.4

0.2

N. I hoailty

ZitinA

mt“‘-’“mg

N 10 20 30 40

Gel filtation profile of Fbg through
Biogel — A15m column chromatography
O.D 280
1.2

1.0
H. K Dystropty

et AR

EN 10 20 40

0.8
0.6
04] 8

09 2
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PLZE#d 5&. Duchenne I X o7 4 —fEDECDEFIC. FDPDER plasmin
IEHEDTIEE. fibrinogen DET. MRFEUDOET8HO. X, ¥ va BICTRIAICEN &
NEHZERDFRO7 4 7Y/ —4VHIH, High Molecular Weight Fibrinogen (NMWFbg )
MEH o,

HMVFbg OIS EETHERKEEZRT EabOTED., MIREPD. [. Cltk{@EHoh
%5, AEIXRE Ui Duchenne &Y % b 0 7 4 —fEBHICIIERANC MR 2 H MG B
oy, XM, 747 )/ -4 VB, FDPRIVEFSNAHERLEICLE LD, 1.
CHREESNE. LOLEMNOSHMWFEFbg OA135¢, G FDPIME. &7 47V /=4 v
MEEDHES 2FE» S, 74 7Y/ —4 vDcatabolism DITHEIREEICH 5 L0 H BITIIRA
BREWEEZ NS, Xplasmin EWDTLEL 7 « 7Y / —4 VD catabolism TR D &
DEFEZLND. T, BESHEARTFOFERLICOE OTEIXN K-> VI ~X~&, BEHE
HRFOEHLDZERERET., b oIN2HIIRAMDETH 545, Berman 533 TiR, HF
DPM{E% 24 % Duchenne MR a7 4 —fEEBED, V, W, X, Xl RFOEHEHE ~
EETHIHEERELTED, RADHIETH, MEFIF. FHICEHOETMED STo
Z®OFiE. Duchenne BYX b v 7 4 —fEICHEHF B 7 « 7Y/ —4 ¥ D catabol ismD T I3 X
ET21 Code T2 SHERTOMSEE0 TOEOABEATET 5 60THD by ey
s, 74 7Y /=4, vDcatabolism 2EEV B IYEOELETHESE 2. ZDH
BX, a1 AT a: M ATIHOEEBRARICE 3 protease inhibitor DIET D
KE->THHESNS. Berman 5 BHREREEDOLEL. BFESNAHAD» SR L
plasminogen activator K& EHRLTWAY, BIFEEEREICED, 747V /-4 D
RALZEHESI1E BT 9. Enzyme OO 235 3 L2 L. RHUBEHTHO . HE
D, YR o7 —EOHHAMNIIKserine protease FEHESEWVEWIHIRS, Plasmin $
thrombin X serine #protease THEIEREEEST S L. ZOREMHREETELHLVWEED
5. LIk Duchenne B2 b o7 4 —FEIRAT, 747V /=4 VD caabolism DL

DEETHEE, TOAH=XLE LT, BESOHRED S Mmbicit L7 protease @
BAEniE SN A EEHE L.
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oz bu 74 —EIRBIBZEMT I/ BREOUIE

EygEEFHIRLGEERE & 7 &
RIRRF IR
a5 B PR 5 5 B &
th Ek &

(8 )

EFEG VR o7 4 —fERBI BT I/ BROFERIIE L. 1950 FR2LHLEDHONT
W3o RepHEOMMOASNET I/ RE LTI, HRDHZVIREBEERETEIL > TS5,
—fic, 59 ) vES )y vOREMEA LD TV ARIBEV. V. ARE, EFELEER
Duchenne BMEFHE R b o 7 4 —igBOTIE. RP~Dy o) v O OEMDAE 59
CCHE L BRI S 0 ) Y OBDERDIEBRE LTV . 359 ) YREFRDZD
15% MEHRTICEELTO AT EBMONTV S, & V7 HADRILICE D5 U Y Y IdHERK
LEnC EAELSE. LAOKER. BEHICE 5 v Y OREEBOREICRD Sh
2EBbhb.

70T, Fhld. EFHHOR o7 4 —fERBOZEHT IV BRFOAELYRICT S
BfTE 4. BEMEDDS v VEORIETE > 1.

(5 3!

Bt R 1 E R TR ABEHO Dchenne BLEFHAI VA b 0 7 1 —EBE CF
59 ~14F) . WRELTR, ESICLEMEDDS VY YROEFHRESNLTVWENI L
. BRESHRABT (ES20~25T) £8AK. MHs oY) vid, BRLIVET ST
o, i3, MAEES T, FRRICITE -7z, DS v Y YORIER. 3+ TIKRE
LT aEEAKEBEIKFEEZRVITE > 7.

(BREEZE)

EEAE IR LE. BSOS IHREFAOMAS v ) fEid. 0.03+0.01 #mole
/mtT% 2DiCsd U, Duchenne BIAFHRH X b 07 4 —BEDOZ NI, 0230.01 EEHFIC
BOEERLEZ. M1k, EFAIRY v ¥ 1 9 2RNCAFLABOMAETS ¥ ) Y RE
DEBHELETRLTH 5. MDY vid, AHE—Btkic EFL. B5% L KRTH.
0.22umole / me & 106 DEMA TS 8. ¥ 5% 4BHTE, EFEEEST 2058DH5
Nizo COESic, MEHS VY ik, AFBE—Bkc ERERT . TORELIEIET 5
Cé. X, BlRLEF—2d, BET22E, X, BlLiRLET 53, 2T, K12k
ROBREDETSH S L2 ERT 5L, Duchenne BFETHH YR b7 4 —KBWVT, M
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BhOs o) YERFIKESEERL TV E BRSNS, —4, SBELT, §EIG. &
ABFOMmMiEEBOIMN 49 YVEBROESIKLBELR. HMEEDORBBETRIALDLONT
V3500, kFOBAEMETOZNIEG. HETIEHAEC, XL HHivA a7 4 —DBEATOM
HY Y YDEN, b, 1 g 2BMLAROBEIEYETISETHLLLEEELLE, ©
.39, Duchenne BIfFPR o7 4 —TMEBY V) Y BEMLTHWEIENEZL LGNS,

#z1
Table 1. Serum taurine level in the patient with

muscular dystrophy (Duchenne )

Serum taurine
N) CK (gmole / mb)

Healthy 2) (6) - 0.03 £0.01
Patient b) 10 312+ 64 0.23 4 0.01

a) Healthy subject ; age, 20 —25 years
b ) Patient ; age, 9—14 years
Sample was collected in the morning from

the subjects without a breakfast.

X 1
Fig 1

02¢

pmoles/ml serum
@)

0 l . N N N
0 | 2 3 4 5 6 7 8
Hours after administration of taurine
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X N

) PREA. $EREK. REHE. GHREE 5, 145 (1965)

2 HEE—. REEE]. EERME 12, 197(1972)

3 FEE—. XEHA). BRME 13 759 (1973)

4 H. Iwata, T. Matsuda, S. Yamagami , Y. Hirata, & A. Baba, Biochem.

Pharmac., 27 , 1955 (1978)

oz b7 —ERMERKRO PR

(B )

EIL R R R

B OH E W NI 7 S = A
AMIK, REEEL VS —

B B & B
TR, BERZEL S —

FRRA & E

YA b7 4 —ERRIEZOREBIRATH 208, TOREE LTHRE. MR RE b8
EREN TV Ao 19674 Brolon 5 ) MSFRIMIREEA T Pase iK1 5 Ouabain DRIEHH ¥
ZA+B7 4 —ECBOTREND LV IREE L TLER, RMREORFICEEBED SN
TETW5. BEEFEE LTRZ DM adenylrte cyclore, protein kinase DEHEBSHEEIH
Z0fth, FRMIROFEERHE. micro — viscosity, deformability X EDRERREI LT
%o R4S E CRMREBRERSE LTRELE LD 2 ) VIBEORRZT -5 BER

RHE2Y) v EA2HELTE-. 2

BT, D breeye fracrure &GCTHEE&?E@@%%& ENTW B particleDED BEEE
ShTE T E5iC galactose B EDHELHFRINCIES T 2 lectin DESICOREN HE
Eh, SERBEOERZLE. T8I0, Y TVROEBREREZLEBEATHERS

.3 acetylcholinerterose ZHIFE L 7o

(HRELUEE]
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%13 Duchenne BV A ba 7 4 —E8 BB LU cortrol & L CIIHEHCEM L /- age —
matched - BE/NBRRE 8 2L 0. #10metRM L. 10mM tris buffer (pH 7.4) I TiEMMH%
RIMFREEE I U /-0 Sial BRid 0.1 NBiERICTR0°C. 1 BfRIIKAEEIT 72D B, Warreu
Dthiobarbiturir arid & THRIE L7-. Hexose {fanthrone & TiTW ., Lowry B2 THIEL /-
- BAZEBIETE L. Acetylcholine —esterase (3 Ellman 6OAETITV. HEER
acetylhiocboline %#HW\WDTN BOZBESLALETRIEL 7.

@ B |

1D EL sial B Hexose DHIEYR bo 74 —EREaIY bo—VBILEEDOEIR

i\ acetyl clrolinesterose (2% 2D &L T, ﬁ%‘iCé< EMIE ot

Table 1 Glycosides in erythrocyte membrane

DMP (n=8) Control (n=9)

Sialic acid (ug)

Protein (ug ) 288+ 19 215217
Hexose (ug) _

Protein Qug) 104.1 8.6 08.7+6.4
Hexose 3.64 - 0.45 3.60 +0.26

Sialic acid

Table 2 Acetylcholinesterase of erythrocyte membrane

DMP Controls

0.195 0.213

0.204 0.217

0.199 0.180

0.188 - 0.200

0.215 0.220

0.200 £ 0.010 - ) 0.206 .+ 0.016

nmol / mg protein/min

—"204 —



(BB LUESR)
SEIEEASTRBE . 2FORETHE L. 2088 o7c. £/, acetylclioliverterare
" b2ps1s ¢ . Duchenne BV R b o7 4 —EORMREORFERRM LA EH~7. SR
FRIERE X O EEAL RSBl L. BOoMRERT S 246EBH L LB 5.

X R
) Brown, H. D. etal (1967) Science 157, 1577.
2 Kobayshi , T. etal (1978) . Clin,Chim. Acta 8, 259.

oA be 7 0 —EORMBKEREEOEE

ELRER TS B iRk
i %
FEBRFEEFHR/ N
& M =ZETF

(8 &)

EARHUR o7 4 —EOREE LT, 2HOBORERRERSERSNTVEHTH
3. COBEREOHFENSE LT HRMIREEBY, 79V —-X, 777 FaT7H (F, F) K&
>T. BEROHEFNEEZBELTH. ThIE T, ROROEEENRELEADET
M THEE L RS TR, RIOROLEHEIC LD, echinocyte DHBRRICHE #H5H0
TV AIH. SERRMRERMERAEOFTHAIIELE, BEET, £ TRVLER
32.5% 75— 7T FTEERYT CITHV .

SRBFHIRA P07 4 —F GELE) k. BYR o7 4 —EO—HE LTHASHSNT
W3, IRBRREA SN EEDOREN S, OB YA e 7 4 —EEBPRVR-TR
BEELTV . CORHOERICOVT HEARHOAHE V. SEIZTOERE (GRLED
DOFRIMEREE S Duchenne B E B L TR L TAT _

(g8 LUHHK) .

BoZ ba 74 —fEDW. Duchenne BEEXRA GRLED) KOV THRIA LTSI,
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) Duchenne BTk, T 3K IEEDE IEFERATHI . BEEFTRLMEE BE
LB ERBIRED D, RIOEREIMA SHO ZRAZILOEZFEEHOEZEZ SNIcDT.
DB ED L WEBERAZBAK . COIEFMRIOITNGBITARET, BEER1~4E
(EEEBDOREE) Tho7co MBRBMRBVWITNEOMTH 7o

L2 ERB @A) R, 2F 6 VAOBRATINGREFERSEE. £REE LTREE

Thotco TOERMBORITH 10
1 &)

Rgiks S 1 me2Rml. EHIABELTEWL 7 ) —X, 757 F 27D Specimen
holder RCANTHKEERTHE L. 107° Torr LUILOBHERKNLLZETEELHIT, C
DEEZEDOLETARZEML., BEREASRETREL. V7Y AZHE WL COVT
) h Ak, BFERETHE L, K, £XMO—Fliko 0 Tid, Rk, 2.5 %D
Wy —n, TFE FCEER. EROLHETEREZHERL .

Y —Z. 759 F 2Tk BMERIE. MEARNICSH?:EPFE (4E) EARMICELRE
Fi (M) o—msXishT5,.

COPFRUEFADEHEBTHOA. BABKO L CHETE2b0ERAT. ThH%E20
Fs0BRICEAL. COBHENS 1 #? OBEEEED. CHEBTRICES L LTS

CFROVTHEHEEZARRTHLZ R, 2BRTOFHRBOGHE6-T1 2?2 BYOFELE L

P FRUE FEDOMGEEHIITE 5150 5K% GBU. MIEKIcBEEELBEV XKL, %

OLETEEEEREL /0
(¥ £)

Fig 1. TRt L9, PFEIOVTI I Y ba—vDORMEK. Dchenne . %&XE (
BLE) OflicEEZRIBDONL S 1z EFEKRDVWTIR. 2 ¥ bo—wDF 1 2556/
112 jzxtl. Duchenne BIDFEHMEIL 1900 /144 . %KE (GELE) DFi{H 1605 /1 22 T,
Duchenne &, %&X& (B/KED & bBRHEOBRDMNALNT.

€7 %)

TY—X. 750 FaTHEIKL-TEON/P FEKRVE FEOENENIZ. BEEBXT 5
BEOTHAIEEZOND. V) VISELARBEBRT 2EEURN TH 5 COEAIR. B4
DEREICL D ZDOEPARTIREBREMEET I EBELONS. 46, EFERBVT,
Duchenne BIRU%XKE (BILE) OBRRBKREWT BENBNOBLERDICEEF. 51D
BORELZELSEILDTHB. TUBOHLEZEREFEOPIOVTREILTABHS L
TRV, BRENGEEBRT 2 EANTFTH 5 ETE, BRSOBEZ6OEENLD
DTHBEEL. TOHROBLIBICREZVDESEIRERILDEVZL S, 4k, EFIEHEL
- TEORBREED2DHIV.

(2 & &)
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TNV =X, 757 F 2 THICE > THENBENOAHEENTHI. 1u? 40BN PF
H it Control KU Duchenne B, £XEIDMICERE» 75, EFHEICEW T, Duchenne
R ERBE bic, 3V ko — it SNXEREOBL 8D shic.

Flg 1 Number of Intramembranous Particles
PF EF
sod |
® *
L °
- |—-|=
e .
*
4000 1l
*®
3000
<]
© o
2000 8
o
5|4
1000
Contdl Du. Cong. Cortol Du,  Cong.

Bz ba 7 —FEORMEREAEICHE T 5 HFFR

RIS BRI
moB OB kM OB R T

B AR VR ,
= H B X

(8 #9)
BHYR o7 4 —EORMKICIEL DEEBRESINTN S, TDH B Fisher (dosmotic
fragility OFES#EELTEH Y. &id coil planet centrifuge THEKRIC fragility DRE%
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HDOTWB, LRI D fragility OREBEIEDRK., WEOBERN<—H—-L1ED D 5]
tetEic DWW TR T3 2 L2 BN E LTHAL B /05, 5Bl fragility , permeability
DEFBALDERB LY in vitro OEREMEFOZAL, LERRAENRE OB#EMZ R
Lo

(5 %)

) B{&IEYBED Duwchenne B, EXBDMPEE L., EEHRBE L TEFESHE. ¥4E (—

C WEHESY) OZEBEROMEERV.

2 osmotic fragility {3 Nacl gradient @ coil planet centrifuge (=R ¥V =TH
PIFCP C&BS) . permeability i3 glycerol lysis time (LLFGL Tso) % Gottfried
DAk (J Lab.Clin,Med. 83. 323. 1974) THIE L 7zo

3 CcAMP O fragility ~OF8%2AH5HMT, ai — butylyl cAMP (100uM) .
Pentoxyfyllin (100 £#M) + cAMP (50 uM) 2 ZzhThiml. 37°CT 3 BRREL /2
C P COZALEBE LI '

Y vinblastine Z#ML T microfilamen 2L S & permeability 2 LS /D ER
25 2BEMHT. 20. 30. 60mMEZNTAMA. 37°CT 1 Bff incubate L72G L Tso %4l
EL7o '

5 MPATP (R—)v4H-) . MAECPK (¥ tov) | 4. BF%E. ADL®, F%
5 CHIKIZ 5 2. £DK155 T2HCHRBTHEFIDIERRFRICX T 2 EEPEAE
L. CPC. GL T &OHBEERITLTz0

(BRELUER)

) CPCOKTA (max) BIEEXNE (N =20) Trange 54~65 mOsm. ¥#59mOsm.
Duchenne & (N= ) {358~62, F#359mOsm. K& (N=16) {355~63. F959mOsm
THEEEZBZDLNEb 1o (K1)

3 GLTso (3IE%E (N=30) T range 35~67TH. F549.6 ). DMP# (N =25) {330~
61. £ 468 HTH 7o, HIWEEZR G-, (K2)

3 dibutylyl cAMP HmMTRIERE TREATEBMERBZEEM . Duchenne TRAZE~EFHL
4 2 AMEICH - 103, Pentoxyfyllin + cAMP TRWIFN L FBEBEE~BREFLIC/N5D
&, PHkcERSONLE Moo (K3, 4)

9 Vinblastine {220, 30mMTIRZE/L L. 60mM TIRIEH. DMP & d2000LIFIETL
EBH LN o1,

5 CPC. GLTso OHRETOFEL. MPATP. CPK. REEBIERE (IHBEM
5. £ES. IBE%E. ADLEGHBLEM T,
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X1 X2
Pentoxyfyllin. ¢. AMp ifsporzs CPC adly
i s¢ el
mOsm . s
mﬁg(mm) SETR inar) 10 70
; .«
PP I . : 5 .
..... tLe : . o1, ., 173
° E = ° o f oo P 50
=57 mean * -5 40 * e . e 40 )
12 w0 t15 t+2 . mean . = LT =~
I ~0lmom tOI - T
Control Ducheme  (onfenital Contro| Duchenne. (ongenital
ntoxyfyllin Cloosr) + C- A o Control Mp
Pentoxyfyllin Cloosm) MP (soptt) (Duchenne)
& 3

Dibutyryl ¢- AMP 1233 CPC maxy o £ W
(dibutyryl - AMP: 1004H)

+5 +§
[¢] 0
-5 -5
Control puchenne Confenital

ClEom< . JEERIES® Osmotic fragility RIEFWMBEEML L, EROBMEL R -Tco
F7:GL Tso {3 spherocytosis , hemoglobi nppathy , membranelipid DERIK XV EHT
525, DMP EEBALICHERES BT FLEETOCPC. GL ToORED
ERREREEAEYET. EFARSD 3 EEAROMEGEEEEZ 5tc. cAMP RMFEERT
B O ERTEAINLE -8, TIMC L 3 BBOERICOVT, ERAEEITHRIL

7z
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X 4

=0sn W5 may 278 imu) mOIm
100 PR 100
L3 os — v it
it fiwer. e
50 ) bso
nean
1 ulsm 93 1
i mea
; S mosm 51 59
i
control puchenne  Congenital Control owhenne  Congemitdl

(2 & ®)
DMP®EEDcoil planet centrifuge, glycerol lysis time REESBEEMSEL, T

FBETOSEREHRRAN RS B ED Shlih -7

DMPERICE I} 3 MiEREs/ 2 7Y » (1gG,
IgA, IgM, IgE) v RAiTHDINT

BRI R
B
B OR

a jt ¥ EZER

i
._H

(8 #9)
DMPRREHSER, REBEEICRESS 20TELEMLNHEE LT, FREGRRRICOVT,

MmEhRE s a7 vigG, IgA. [gM &L,
FEICDMPREIEE 7V F—HEE EOBFREMS HNT, MMAIgE (RIST) EEH

EL7o
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i) *)
MR IgG. IgAIgM BA—FTF 74— Ic K B3AEHEEICIDAEL., IgE H (
“RIST) it Radioimmunoassay €7 7 7 v 7 REKIREDAIE LIzo

BREBXUER)

M GE s o 7Y YO XS SERERESET LA e L <17 7 ABYER
B, b LBEICE 2 bO0S . REMAE LTIE. M. ESE. dF. RE. BEE. A
HEtkLictntnbhiTinb, _

DMPERICE. »h 2 RNOSREHOEEIZBE, BROICEEDONLBVLITH S,
DMPRRMEDIgG. IgA. IgM d&Fom< . [gG ko2 Tidef 76D EFEBEEZRL
fzo 1 gA IOV TRITHAIDRFAIMBEEMEERL. BETHIIZ5 HIT. BELAFAZ 1FALEH
s7co 5 FIDETH 680~ 109 ng / ADFHICE LT D, FRFIBLE L 720 IgA EERE
REAIE DFEBRILERY 569, Duchenne 3B, ERBIZ2HTH 7o

[ gMic oW TRITFD12FAIMEFEEER L. SEMA 5 FITELE 2 Fl. Duchenne 2 #,
Kugerberg — Welander 5% 1 fITH D . KA & OBARIZARE TR WA, 176t 2 FflOE LR
ATEME (28909 /dl. 283ng/dD) %R LIzds, BILBIOEFEIL 2 HEDEODTHE b
ALEG. IgMOETHIE 1 FIbEh-Te :

&l gE (RIST) 20T, 1TFIh 2FlOBBUTH >7co TLUNVF—HEE (HR
7P E—EE%. ZRS. BYTLAE-) OBREBASHE,S 1.

IgG.IgA BEELTT I x<MlaCELEES N, [ gM 3EEL LTHEY V¥ RT, —
75 2<HATELEINZCEBHIONT VS, Ig G RBFEIS0TY YD8%BE LD, #i
Bk, T « VR, ERLE DA SRR E RAVE, LERTFREE bE,

IgA iciRiiEdik. AEMREBER. Tves, ®VA Y77V T, AV ¥a Y VE
I EEESATOS, _

[gM FEBMREER. Vv FERF. fiF 7 KL EBEENTVS. IgE BT
VIVE—RBIEBOTELINS reagin HilhkTdh 5. [ gA OHIFERLEICH 3 258 EDEE|
HRFLEMICIBHIN TV, [gA LS<UVOETH, v VABRPEETRE . SOICE
BEOELE S L THERLEESELTAEEL O TVWS. DMPERTIgA KT
D& S iz 5 IEFICII TEREZ Ot BRI ERAICEAD SN TN I TH 5o
U4 VAP B KUCRER (LAY ITYT. 7Y ROFRIECHTBHME) ELT
DRE5XFIgM LD d1gG DS i<, RMEBROMKEICBT 28EFEDS>H. ABO
mMEBOBAGEREE LT, [1gMbifk. SRHEEEE LTIgCHilATH 5. [gA iR
MEREREIBIL T, BANKRE LTREBLULFELEVS, GEfke LTREENE R
Hotdo .

DMPRERTHEE/ o7 ) vORHE. $LEOLARBLERMPICRENRT /N VABHD

— 211 —



Evhid, MBERREIS o7 VMERBEEBEOLNEEEZL 6N b,

G707 YVOEASHRBERE /o7 Y itk -TRIED, 1gG 3P E650%E
m&Ehics Sz MELIgA & 1gG LEABOEARSHETT -

[ gM B KBS MABETICEFEET 50 [ gG OARIE. RATI Hic28m/ kg (W2 g) &=
N RGBT T YDIL T L bEVAKEETR T [gA DARKIR I gG XD PPES.
1 Hic 8 ~10ug/ ks (¥ 069 THBo [gMiZIgA KD PPES 5~8us / ke D AKFP%ER
To 1 gG O¥EMIIMOATH>EbEVE. [gA BLU [gMOERHIR. Tk 6
~8H. #¥5 ~10HTH 3%,

(x & &)

DMPEIBITEMICOWT, fMED I1gG. IgA. I gM RURIST—-IgE %HIELK
DX HIEERER/ .

) M gCERLFADBERETH >0
m# I gA ESEFERE], BEETHARLH. SEFAR 1F L8, -7
m#& [ gA {ET i3 Duchenne &3 . FLE 1 Fl. REA1FITDH 7o
17 [ gMIEIRIEEELRE). SEF S FIT, BT 1FSED >,
& gM &fEFlid Duchenne &2 F. #EILE 2 . Kugerberg — Welander % 1 #IC %.
>720
® RIST-IgE EIRISFREHT, 2HDOHEBHETH ~1255. 20D 2 FlicidgBERE.

WEERMZOMD T LV F —KEBIRIE O,

& & e
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(#) DMPERMmMAEDP [ g G (ng/dl) (Iu/me)

BHEES | ®e| ¥ | m % | 1gG | IgA | IgM | IgE
F B #&# & | 15 3 Duchenne %I 1600 > | 228~ 79—~ 180 —
KB B | 15| 8 Becker % 1200~ | 19%—> | 8— 52—
moR " — |15 6 %‘V‘;ggfi’ferrg% 120 | 30— | 12~ | 220
BA — & | 1| s Duchenne & | 1310~ | 286— | 2011 | 11001
= = BNV R L -G & 130 | 257~ | 84—~ | 40—
o OB E | M| s Duchenne % | 1000— | 222—~ | 2201 | 440—
G I VI I Duchenne & | 1200— | 109} | 118~ | 145—
EOH OB % | 10| s % X M? | u0—-|{ Bl | 98- | 200~
K B R E| 9| 2 L.—G.& | 120|202~ | 136~ 53—
AKHE = 9 5 Duchenne &4 1160~ | 158—~ | 118— 350 —
ot E X 9 3 Duchenne %! 1070 | 203—~ | 156— 470 —
A N B Ok 9 ? SR 1030—>| 8- | 289~ 90—
mom g T 9| e SRt 90—~ | 46— | 2831 | 17001
%% ® A | 8 | 6 | BekerH 60— | 165— | 18—~ | 30—
w7 B i 8 5 Duchenne #! 1130— | 121 { 132 - 100 —
H B B % |7 3 Duchenne %! 10—~ 8} 84> 175 —
woA-F & | 6 | s Kugerberg ~ 1160~ | 185+ | 218 1 140~
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CTRF v v TOLINLEKINEHE KR
LIEMBI N HERFTREEZE L ERXER
gz bu 7 —iE ELED) S0 2 Fiaf]

R T ERARNRR
AT N
X R BAF R B & F
# A M F P L& A

(8 )

SERBEYR 07 4 —F GRLA) —BITF. BILMCMD EBF—EMIL. CTA+ v
YRUBERTHRUFRER LA SEMASRSE L. AbET, YEETHRLABLECM
DFI& W T 5.

(% Bl
R 3T 3NAOLR. B2 DTS 3. HEIIE T EEENT. BIERE | kR
EH. BIFEE © ARG LD, WIS, BN . MEOHE BN 1. EROKER
MbRE. BAEESREL. SEI00A. FED 3 ¥, BEI2 ¥, LBELTVE. 944
Bz, 2BFVRANBC D, EEKICAB. MEOHMET MR bh. BEREETSO
TWwdo 1 FHELIDEROZENTV AL S, COE» S, ZREAGOEihafE B,
2 ¥ CHBMEORMBESS SN, TO%, BENREELES 5o

. 2HFVNA. 3470 - ZRENHBT BRICIE S, 3T 3 A ARICHUFHC AR
% 2 EHOHERE T 720
FERI2  AMEESORBEIIE D -Tc0 £ VHALRESS Y. KEORMHBRETS >0
BE 6013, 47 ABORZS TRERELEDLNEEASS. MECKENERLTHY.
HERURREEbN G, BOEHRER. BEI LA, BO127 B EEE. 1424 ATH
L HICHFHE AR B o

ABzBE. SEFI 1. 2 & bEMOBKREERZ LTV o BERIEH. ERLRRNS Shio
FEH 1 T, BREOMS S 5. £H 1 Tid. B, BEIEIIC. £ 2 T, R, 2H
W 5H 5. SEIR 2 PIE EEESSONE, BTV 5. BEOEHRZ L. E6
| THRICBECHOLTY 5. ERROMEET, HRRCEARCERLTED. EEOFHN
EFE. BOBWEEOTIENDD Shic. MEDERREHINE.

BRERE . EF1 T3, MACKM@28mu /m. TVFF—+ T8 mu /mb, 7 VT FV
1.22 kg / dl, fEFI2 T, MAECKMESOmMu /mé, TWVWFF—+ 56mu /mt, JVTF
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1.02 g/ di&E FRUTW o ZOMAER | T, [gA, 1gG. [gM BEF~hEF FHLT
VWBLISMCIE, M. EERRTRERAONT. V4V biEER. A, Hiks biciE
HEANTH » 7. METIE. FEF1ic, FEIRBREESG A LD SN

ABRBOFB L EF 1. 2 & bFERRMETR, VYT —2a vEETLT, TV =Y

- OEEETE 1. BGHER. TV K=Y 2/ ke iEH 2 BRERS L. TOK2 BHT

FEBL 1 Tid10mgic, FEFI2 TIIS noE TR LR E Lico C ORI, MAEC KM, fEF] 1
TIRBSAT493 > SR SRR L. HRRICERERLT6E ERBEZR LI

FEG 2 T, 8501504 » 5 20T EET Lok, HFRICEBEHRIZ 8 AT LERL TV,
T DR, FEF 1 TR, SAIREED oIBATEEIC, EF 2 TRAMRFFOBR M. 155305 1
BrfRi % TEELT V5,

i3 9HABRTEHSELECMDELEbLN. 1 F2HAATHELCLTNS,
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Parainfluenza I 5 1 0 1 0 7 14.3 %
Parainfluenza 11 6 0 1 0 0 7 14.3
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BREEOE-TV D, LOIEANRPATEIDOTREVLES D, COAEXET BHETEL
Tid. KMEEDOFERE D Status verrucosio X3, £/MKEl (micropolygyria ) &4
DNBHRTHY. ORI, 4 VHHOMRBETEIL 5L0DI TV EETH 5,

CMD%(U 2B FHEI. $KARHETH 345, Fa4 4 /7 HEHD HEHIEH» O BB O sk
PHRBERDRELZVEBILTVEEEX DL, HEHCMDOKELELRIFTE 3 &
SiILEbh d, BERZOBHIIR. B0 E->ThH, BEHESESERSH. HEMEKHS
AL THERSERI N SEBMTLEH D, B, Schwann HIAIRE-TEO LT THh 585
BItRD2HTE L HiIcBbILS,
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(x & &)
CMD 2 fI##) & b CMDOKBIMO IR RE R, &, EHMPOMMAKEOEITEE L., B
C DEREETHD. Thid. BE4AVAEOHRENFRETH S EEZL oMo
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Duchenne #! PMD R K& &1 i O fis BB F AUV

E R RT G Y 5 —
ITTR =T - - . s S s - =
® B —
EIRVR LT Y ke - S
ZEBRFEHE—HR AR & BB

Duchenne BfiJZx b o7 4 —fE (PMD) REHFEHBREETEEEZL N, KHRAE
2B TEZDBRICHIET 5 LHBFSNT 5, PMDOANSBMEDO R LTIE, K
REEEPHICHRL, PMDORERTHTHLLICFRICKS TV & 5 ICREMEHT 5L
LB EEbN B, . .

AHZ i Duchenne K PMDIHREE 8 FliIC D0 TR L > 1 HHERDERZRSE L.
BEPREEIR. SREBIGR. MR & ORI DL TR 3,

(% e BRRF &) '

%% 44 Duchenne FIPMDBEOEFD B Hl (£ 1) THREFOHBHLEERL 1o SEFD
SEERED SHIE L REDIREE (carrier state ) % Milhorat SDHHE (£2) Kb T
VTE LR LI, $AEEAOMAC P KEEEICEE L. MROESIAHIZ0~43FT
55, '

EEY. M. 2. EREST T, BERAICGIDRS & O PIERIBO £ L BB F 2B T
B0, BEEOCMEETEY, £5CLNTEROVEEOREMSES 345 BBOBEEE
Ei%oTHY ., BRERERALLRERRELEL 505, 10 T EFARHERORE TR
BEIDTORD, BB, EDERIC BWE%@{E‘&HEktiE{’.beb&: 7o

EREE. Bk V) YEE, 457 4« vAEL, Y14 H. E, %, Masson D=
T, PASRENEEMTL. BELAE \
€5 2)

ERORIEASTHAEE LicE Ebi, HEEORNRREIZ. BEDOERS 325, 2Fli
@b, LinL. /INERHENERZAFES group fiber atrophy DBIRBDIED - oo BHRME
ORSTREWFER T A, i 6 Flic, B0 SUREFI DB R 6 Flicia
St CHASOFHEOHESER. PMDREDBA LHNS LNSh 1o TOM. BHR
@DELLD fiber splitting D, HAKOME, BEDY ¥/ REHZERDILEH b 5o

ERAICTER & HHET2EB Y, M. FITR. 107 AL HNT, EROKEDREE
AicE . HhOWBEOHEENSNC EHBRB o, L, COEFITRY VY ROR

— 243 —



BB I - T,

X 1. BEAORERE. MFCP KBS X OREELTR
N. B. XRDOFSRIHEOREERL., — (REHEL) + (T &)
+ (BED) H (PEED H (BE) FE%T 5.

Y.S. A.K. Y.M. M.N. MM S.I. Y.H. A.0.

Carrier state Definite Definite!Probable Probable Probable|Possible Possible Possible
Serum CPX level 133 21 70 45 23 70 10 41
Muscle fibers: ! ! !

Fiber size variability HEA + e . r T . ry .

Hyaline degeneration | - . sor . - ! . 3 2

Hypertrophy s + e . - S . -

Splitting - . . . R - . -

Regeneration I 2 - .. - - + -

Nuclear chain & cluster ~ 'S - .. . - . . -

Central nuclei ‘ Fy - . + * - . -
Connective tissue proliferation| - - . + - - E -
Inflammatory cell infiltration . - - - - - -

#£2 ! Duchenne YR bo 74 —EDRH D e
( carrier state ). ( Milhorat Sick 3)

1. Definite Carrier: (a) a female with an affected son and either a brother or
maternal uncle with the disease. {5) a female with an affected son and with
a sister whose son is similarly affected. X

- Probable Carrier: (a) a female with two or more affected sons or daughters
and without any other known affected male relative. (b) a female showing
clinical evidence of the disease, and without an affected son. (¢) a female
with an affected son and one or more affected grandsons.

3. Possible Carrier: (a) a female with only one affected son and no other
affected male relative. (») a female without an affected son. but with a male
relative with the disease, such as a sibling. maternal uncle, maternal cousin
or the son of a sister. :

o

(% %)
AR THEREEOERGICZD REMMFTER. PMDEECE% 35 H & AN
AL EEL BN B, R OHBUERE PMDBEICH~S &M, Tonescy B, PM
DREAEREBEOHBREG%. BEANICHE N/ B R, myofibril O, ZHOEN., I bavEFY T
DZEAb. myelin body %#&E»H 375&. PM DEFHEOERTICEB TS & fﬁlﬁ@g’i{t%iﬁ&bf:bfPM
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DEHDOHEICE, INoDEBTIEHIED SN DI L T, RRHE TREHHICZY)
SNOEMBREEBRNTEY, ARFRTHAERE -HLTW 3,

Meltzer Sk, EXEHOERBGZEBICRRL R, PO, K/DD angular muscle
fiber DB, HREOHBEAL LV ZHOENLEPMDOEELIUVREBZIKEDONS
DE—RRICEROELEZEDIGEANBH I EAHMEL TV S, L L. Zh o OHBSEE
RFFCNSOEDTLETHYD, KPR TR S IHE THREEED 2BERASHIC
REELHET DI ENTE LS, .

Pearson 53 PMDRIEDEMRM L RH UIASR, 24 U 1 BHRHEASIE B B aME DO R i 4]
FEAMICHIET OB % > THHLTHD. L bMFC P KEOHVERTR, RAHEME
OHBRRHZOZ LIKER L. ThEXREERDEY M 7#EicBid 5 Lyon DEHEXRBEL
TVBDTREWIEEZ . B, PMDBIZFSXREMKICH-> TRIgT 2 LicxitL
T. PMDOFEREZH BB L RN LR L BOEELHBHLNELOZATREL, —4
TR, Thp3MEC P KEIRBR L. 15 T3, ThoHANOEERHED MBS IR L
TBEVHDTH 5,

FHFE TR, K LIORLABRIMECPKEOSVERIRE, ERBICSEORERERR
A2 B EV SRS, Pearson SOEAI—BICRBHE T, LisL, PMDEE
PREAE TR, MFECPKMESEHOPBACL - TABRKEHT L HIHELH 5D TR
REHEICTTHESDA D,

KPR TROIFHERDTR EBRIERE T 5 LEERMICREZED Y. M, EFHIT
. HORREICHENT, BL2OHRELGEIC, POBHEEICED S LV HIEREEL,
ZDY. M. EFIZREBAFRD L& 513 probable carrier .’635 505, BEICHRFELI-PMD
RREAHE L/ Emery . )5, Stephens 5. Milhorat &75 EDEFI T bRETSRHS
definite carrier TREVBAAB, G- TRET BEEHHAT LS definite carrier L%
WEBWEIRRWEEDbR S, ,

UbzEEHBLE ERBOFEFROEBEOEL R, HEMH. HNETEEOBKRERD
ZHBEDOHEICBIFRT 505, MECP KEPREOKEEICIBBEGRLEAVENLT X S,

FHRICL > T, ERFHOKREIZ PMDREREDHED oD ICEBSIFHEIEMT 5T L 05
BhHOoNIN, HEBEOLUENERETHINEHSPERET IEVIRE. BERISTGT
BAEAGEGH D, BRER, BEEAGROAE. MASEREONE. HENREL LD
data 28A5T 5T ELEBBEBELBDNS,

(2 & &) .
Duchenne B Y2 + o7 ¢ —ERRAE 8 BOPMEH I >V THREMBFNERI B LI
- fv:o )

FRSRHED KNG, B FRERE. thlk. BiOSMKETIPERPRLE, HIX bo 7 4
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—HBHE LGB CHEOHRELLDIN, THOoDKREDEREREBEELVLGEETH- 10
BRI, BERAICHER - HIETEZBDEMICEHTH - 7chs, MECPKEDFV
EFIZE, T BERED SHIEL - definite carrier @EFHEVHSHEIIGASNIED -1,
HERBGORERH VR o7 4 —ERREOHED DR EBELIEHREIEMT 545, & 54
EQOTUNPRRE THI0ENERET 30T, BERKEI TEIARAEELEELHD. B
KRIER, Bizf#E. MESRE. HENGTED data ZEET 5 EBUELT LB,

- (X )

1) ILiFEharfth © ETHER P R b o 7 4 —IEQ BEFKKRD M %i%ﬂt{EtCow‘c R, 23
: 1306, 1969. i : o

2) WM : Duchenne BFFY R F 07 4 —EQOZHRRBICEAT S BIEFIEL, BK
LR, 5 628, 1965.

3) Ionescu, V., et al . : Identification of Duchenne Muscular dystrophy carriers. Arch.
Pathol., 99 : 436, 1975.

4) Lyon, M. F. ! Gene action in the X-chromosome of the mouse. Nature, 190 :
372, 1961. . T
5) Meltzer. H. Y., et al.. : Quantitative histochemical evaluation of normal human

‘ skeletal muscle, Neurology, 26 > 849, 1976.

. 6) Milhorat, A. T., et al., : The carrier state in muscular dystrophy of the Duch-
enne type : Identification by creatine Kinase level. J. Am. Med. Assoc., 194 :
130, 1965.

7) Milhorat , A. T., et al. : Changes in muscle structure in dystrophic patients,
carriers and normal siblings seen by electron microscopy : Correlation with Ievels
of serum creatinephosphokinase: (C P K) . h
Anmn. N, Y. Acad, Sci., 138 I 246, 1966.

B)EMEﬂ&Z(bmmMﬂnwmgmcmmermmmWoCmgmm]PMDtoﬁﬁ
—o BEHETHH VR b o7« —ERFRHIEREE (1D . P 151, 1974

9) MILUEH4L : Duchenne FIFF Y R b o7« —ERHRREERHOKREABFEEIH T
EE#E, 31: 682, 1977.

10) Pearson, C, M., et al. : X-chromosome mosaicism in females with muscular
dystrophy . Proc. Nat.Acad. Sci. U.S.A., 50 : 24,1963

11) Stephens, J., et al. : Serum enzyme variations and histological abnormalities
in the carrier state in Duchenne dystrophy. J. Neurol. Neurosurg. Psychiat . 28 :

104, 1965.
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BB OSHAEMRBE ORI IS 285 GE2#)

HELTFEMAMNER B L % K
R FRERASNAR SRS
# ok B F ol % A
X R EAF B M E T
MO mRTE

(8 )

WEHEEOZIICERLHAERICEL, MBELTFERICKD, iﬂﬂf—?l’ﬁ‘(—ﬁﬁf&%f&%ﬁﬂ’&

B3 Kk LT, SEREOTAERT L.
(F &)

BA L 7~/ — i8I0 biopsy needle (EEE2mm @ tru- cut ) (K 1) 2#EHL. 1%
Fu=hA YEIRT. | mOBEMUIB%, KBEEGEBICHA. 3~ 4EOFHICLD. &
%2 x4 x2mm KIZED 3 ~ 4 HOBmMK 28 1. MEFMTE, Tra—-EER 4 ¢
D257 4 VP A{ER L. haematoxylin - eosin (H—E) ', Periodic-acid- schiff (P A
S) Zefn, MBMLENIICIR, 3 oY FEE, —30CT b Y ESATAREER. 770
25 b T4~6 pDFEHEYS %/EX L. modified Gomori trichrome . succini¢ de-
hydrogeriase (S DH) . NADH-— tetrazolium reductase (NADH) . aldolase (A
L D. phosphorylase (PhR). myosin ATPase (PH 9.-4 ATP) %17
f:o ' N oo .

O %)

MF514E10A & 0 M54 2 Aigic, %E’\K?Ekﬁ%d\)ﬂﬂl‘(vﬁﬁfd\)ﬂ{%{@t vy —

ABEXidafpE L /- BHE64F| Th 5,
(% 2)

WROESD. HANIHZER 2ITRL 1. BRHIBA3 I 21EFBFHEL ETREFELOY
2 AL OBRERISFICED . 6 FLIFOEDHHB0H]. 18%% Ll

FEERZ2HTE % 11Kk 9 & 51T primary myopathy 291, lower motor neurone disease
20%1). upper motor neurone disease 2 #. unlocalized & miscellaneous disease 13%]T
H 5o MBFMFRRE. 2R T XL, HAESRSNIUD - FKMFII6451% 3 1 (4.6
%) . BHRHSDUTERERTH-12 b0 IFl (141 %)  Th 5o HilES 51615
th, N5 7 4 VYR OREHIZSFIRIF Ch - 105 O (14.1°% ) TR, E8{bzeiic
typing HARBEHETH 70D, REHOETEED TV 5, REKARDI W‘JCP'Gl_i‘ 9P
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LOFEERAS6H (667 %) 2L, K3k
LI, BHMBICERDOE AL L, BEX
B3H d00Hnx, EBbN B
BERFTME MBS SNte —HNT T 4 VY]
FOH—-ERETRK 4ICRTmS ., 2otk
Bif CHEBOWEIED SN, Chidksk
RHUBRE TO artifact b EFEIE T 15075,
FRETEIMBC LD BHEHESKEL L5
XM AR O BRSNS D, RIS H
SIERMEB S L. BREE@FRThIC artifact

LTHECKEEEZEZ SN D, X, BED AN
Chhrbod, I, RELIL L f[lE &%
FIL72D . BESHEHIC, REICHFE TE A -1
BaIS, MBIcBsEsEC Y4, B
BALFHNCEREUHOEFEZELPT O b
@B o,

MROMGFENZHE, R3TRTLIHic,
B L Z /R L b D256, mRErE(L:
RLIc 6246, REFRBEZDLE -2 bD
1261 T & - 12,

1 X1 7ABR. £ FELD floppy infant
THAS YALEN, 6 ALV stridor
cyanosis f§e. GOT 300, GPT100. CP
K24 u (JEEO0~12¢) | BEERHIIC pompe 5
ZEE - 1EFIDERB KIS a, bitRL 72,
anBRER. DOHERTH 2, WFh b
JROERIC LD myofibril DRIE L -Gt
W& % ED M HBEE RS,

COXDSEIRAER EHAERD EHEMITHIZ
0B TH 545, BEEE. $tEREBIERDM
BELOA-REIZHONTOEL, LhLS
FIREZBHELEDL - LEFTH. FRIEALO
EREBETICL, REFH %4 25REBDH

artifact
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2.L

3 U

X1

Age & Sex of Patients

Clinical
1. Primary myopathy

congenital muscular
progressive muscular dystrophy

Diagnosis

dystrophy

myotonic
unclassified congenrtal myopathy
polymyositis

acute  myoglobinuria

Pompe’s disease

ower motor neurone disease

Werdnig- Hotfmann disease

Kugelberg- Welander disease
Charcot-Marie-Tooth disease

spinal muscular atrophy

neurogenic arthrogryposis multiplex congenita
polyneurrtis

dystrophy

pper motor neurone disease

cerebral vascular disorder
Leigh encephalomyelopathy

4. Unlocalized & miscellaneous disease

cerebral  hypotonia

neuronal ceroid lipofuscinosis
degenerative disease
leucodystrophy

floppy " infant syndrome
rheumatoid -arthritis

malignant hyperpyrexia
asymptomatic  serum (PK elevation

M:F = 43: 21
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RERPOE. EFFAORB»RBRAFERATE, LOEFREHEEL S 3t bbb 5 &2
Abh5,

SFABR. HRBHME T, Ve 7HTEE, Fhod, MFHCPKIES. HERMERH
myogenic pattern. congenital nonprogressive myopathy % #3Z /-fEFITI. HREGOD
trichrome Zefs TREMEDHM (6.) . NADHT:S k3~ F Y TRIIODRBEZD. &
SRENCHH#TD X b3y FY 7OEM, B, —Bic2 ) X9 OBEDOH 5 b3 Y FY T4
Rz (7).

97 A%R. HERML D MFC P KOZEB % LE S H6etESME (300 ~ 900 me /mg . iE
HOOLIT) 7% 31 bbb o, HAET. ZREL 2 BERT, £85I, &l
—E/NEMIYE I NS R D (KI8) o, M. SDH, NADHQE TESLL.
HIC OB ARMED I 22, MHRRHZLE HEHZELORET 5FE4 2 L. Kugelberg—
~ Welander %% 2 T %, ' |

107 AL R, MBS FED B, KRR, HIET. RRENESSD. mECPKE
fii (600 ~ 1900 me /m¢) . H®EE myogenic pattern . BEHEEEHEFOET. Rtk
BB 22D, SEC T THAHED low density 2% 0. —&D leucodystrophy HEZ Shtze
ERFTH. ﬁ?fﬁgi{‘:‘w%@‘én5@Eﬁ¥ﬁ®k%l§l’&ﬁﬁt’i‘ﬂ§(i{’b\ OB RMED IS
MMEBEOR/NARE., HEBOBMbS 0. BARROEESEDbN: (19) .

(& =)

BRHOSHERI. 1866 £ Duchenne IKISED. HO T3 vF—RBOHRICFASH
THREL foo EEMEBHREO U ERMSEH SN, BCKICHR T}, Edwards & 43328
Bl (103 ~424) D, Curless SAIER (4 rA~3F) DOUERERTL. ZOR@E
WEL TV 2, Ta SBAISZEEDH VX b o7 4 —EHLHTT FliIcEAd 3BRICOVLTT
MACHE LT, D .

BABAERE SHAERDHEE R AR L 1o BEDHHEEHOABTERTRESH LY
SHMMELEL T /NAOBHERICRO T, BBUCHITTE 34HERSERTH 3, Hic
BHICHEZ LENAELEL. ARLRLENS. BERKORENAELDL . B4
BRI IEEGEFOREMTOEET, ARTTE., KTHROMEEDOEBE. YHOLDAR
RIEPADHK LTS FifTHk 2 BRIFREE THEFOSINR L. Hilfl. S0 APHE bRE
Lic< i |

LHLEAS., SIEEDTRERASIER DL VS, RELE FSDOTatES 38, X
artifact ZHECPTOEFORpbDH 5o —MRICHRMEEBRDE X b 77 ADERICIRDL & b
200 ~ 400 KOMHBHEROHAHSHE LIS 505, FHBHERIWNSVEDRTIR. B5h
SHMMEBME . EX TS AMERBTBETH 3. BRI 3 F~5 L LOEERTRE
MR, BRERICHA, EX 5 ADERIIE., SHERIBIREYSTH 5. —IC
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R, B LD BRI, BEEHHOBENEMD. type distribution DRBEDH
OB NWEETSH 5. X nemaline myopathy ¥ congental fiber type disproportion
FDtyre distribution CRFEDH EEEOLMICH, £ R+ 75 LOERIIARAIRTH 34
SHERT, OHICIEBRER + 77 A%E T 3HATE 20705, SBROEENRETH 5,

BFIABENRRICROTS, BRERBOLSICI LY A 5D, Big#E RS 14K
TR TS, $HERTEIDPEEOINMIRETRNG 2Hic 3, KA LBRE LI
ERIICHR TR, BEBERICHAN, EEMSHERED artifact DHBIZEDTOROL, Ch
bEROEELRRED | DTH 5,

Dubowitz (3., EERIIICERHDEREKETEHICLD, BondREEE22 L, B
HESEEEHTTE0 9 (K10) . 4 bES%. BEOEQCIVERDOR LR A @AT
BEDTKEELTL 3, ’

%2 ' 3. 21F B, BHERENEHE. K
BRVYER e A R
Histological  Findings Frichrome 252 200 &
wvohfe for eil::mﬁiien;;ﬂﬁcie; noTﬂv?iin;

No. o Cases 52 @13%) 9 (4.1%) 3 (46%

Quality of staining ‘ qood poor .
bl el B | !
Routine histology | 61 (100%) 0

Histochemistry | 52  (85.2%) 9 (148%)

X4 21X BF. @HREWEBHRE

R PY SRR £ A KR %3
H—E#f 100 %

Histological -~ Diagnosis
1 Myogenic changes

congenital muscular dystrophy 6
progressive muscular dystrophy 6
polymyositis 4
mitochondrial  myopathy 2
congenital fiber type disproportion 1
Pompe's disease 1
unclassified myogenic change 5
2. Neurogenic  changes
Werdnig - Hoffmann disease 2
Kugelberg - Welander disease 13
type I muscle fiber atrophy 5
unclassified neurogenic change 4
3. Others
almost normal muscle 12
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X 5.a
I X147 A58, Pompe %
A8 Y g 5 A A R
PAS#f 100 %

5.b
1F¥ 17 A%BR, Pome 5%
KHEPYTER &4 1
Trichrome ZE#: 400 £Z

6.
5 ¥ B2, mitochondrial myopathy %
K BBPAER R $ 4 K% '
Trichrome Z#: 100 f%
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X 7. :
5 ¥H . mitochondrial myopathy . ABBPYSERISER . 25,000 £

X 8.
9 7 A% 8. Kuqgelberq — Welander &
DEE,
THEPUSRARSH AR, H— E4efm 20,
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X 9.
1047 H 4 W3. congenital Polymyositis
susp . ABEPYSAFH S A #R
Trichrome #Z#. 100 £

X 10. x4

YR A o Lt ER

o 8t 4R MN4AR
1 A& M %2 R
2 RFR | E OB
3w MR £ 3 A
4B B KR KR AReRR
I ¢ A T 5
b MR AALTEFI| vY #2 %
TR A I K
8 KLERT ETREM 13

Ly S TR 8

I8 £ AMNR| %
oa et b @ B
NhdgEEMART | £ @ b
2 & # & 2 im@;&
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(% =)

HELFREA/PREHCR D B64EFIDOS A RO FME R LR,

1. BmERic L. SHERIFROME TEREIC TS, BE OREKN., LEN, BEN
i1, REMBITOLPTL. BHMPRST. AHEGLLBOEFEDORANSHD . KiT
FPRADBEIGREINTH 5,

2. BRABRHMIDIEVA, NEBESEL ., artifact 24E L2, RKERRETRERTE
BRIV S. BEEERDOE R F 7 AMERIKBAEAETS 5.

3. SBOKHELELT, £RUDERLHEREDFEROHMIELTREL T HFOTRI
&b, REBOHMEL I SHLEHND D

(& & X &)

1. Edwards, R. H. T.; Pericutaneous needlebiopsy of skeletal musde in diagnosis
and research. Lancet, , 593, 1971

2. Curless, R. G. & Nelson, M. B.; Needle biopsies of muscle in infants for
diagnosis and research. Develop. Med. Child Neurol . 17; 592 — 601, 1975.

3. ﬁmiiﬁQ@I%%%QﬁEﬁ&(%ﬂ)%mmﬁﬁ@&%“%9XFQ74—ﬁ®ﬁ
AR U TR RQAMSE. 103 ~ 104, 1976,

4. Dubowitz, V.; Personal communication.

DM P % B # % 0 EF % & Myosin ATP ase OB IAEEE
 RBRMREREGG L O —

BERFEFER. F—WE
B R — X B H AR &

Fox BETHH VR b o7« —EREFEHORBMBBOFAEZHEI T 5, D29
SR EFETHREGELBRSUGKO 7 » M EE (ZRORAESER ZHRELT,
1) XFEFRREEBHEFROME., 2) HYR bo 7 —EOREBRFVHOLEK. 3) HIYR
o7 —fEEBRAEERONME,. KT 4) Myosin ATPase iE¥E (BEMAKRILE) KELS
BICHED B EIT » 72
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(s )

9 FDBE KD ERICE > TB SN 10O EHEE ( Table 1) RT¥7 v b ( Wister,

T ff, 100 ~ 300 g) REMEER (MEMELEEERTHY LS k. YR%L 4, 8 12 24,
BOE T V—ThOREF) £ L7

(# %)

BIAIBEICIIE BTV g — LT VT E K, RO %A $ v ABEEHT 2+ Higam
Li-bo%iB#tIAF (LKB 8800 Ultramicrotome f@ﬂ) L. BYHuI2RIEFIHEMSEET
ﬁ%ttoﬁ,c®£¢tféntlpmﬁwrw4//7w P BEA L O TLSE IR
Biat, |
Myosin ATP ase OEHFMMMILFEITIZ Meijer # CLEMRMILE, 1972) 9O ZBIUCE
ALk oE i,

(¥ £) o
I. ﬁﬁ&%bea74~ﬁ%%%®§ﬁ%E.%%%E&@ﬁ%o

§ﬁ®%ﬁﬁﬁﬁﬂ%ﬁﬂbtémm £2156°tﬁmwiﬁwﬁw%ﬁﬁfﬁﬁia
f"_-E@/J\E@ﬁS@B“E}E ( Fig 1.). BREHD 235D Streammg RGO R Ch (R

MZEEONL BESHRIN. o BUIMELEE L o, B (BEUHKA. HTRER
ST, BRSO RSEO WA, BT, A% 1 HOBIIEE. 14 ( thin filame-
nt) ORI, HELEORRNS SN D, B (BERA{L— BEHEE, MIRE(L—RARE
) WHRHETI Y A7 4 5 # ¥ b OWH (L, SEEHEOSEK, #E (Fig 2). $47454Y
MR OEEHEEL (Fig 3) . &5 AR T, Th SEBEYERIBESH
kL. H5VIRBHOBEE At Eh (Figd) . ThoBE(LDERRE L
LCHBEDEMICKE 2 (Fig 5) fi. IBIFEOHER. BELOBREEWLS, MOIMIVNEE
DZE{Lid Tabl 2.0 Th 345, BOFESHEADA SN O IHERME (RY. Thii
RLTOBIAT4FAYF) THBa
I. BEKEHICBE 5ROEE

FNFNOBEKRERICE Y HAABEL, WLz bDAs Tabl 3. TH 3,

HEHE(LOR GTEERDI, %KAM E Duchenne T, ZO_HMTR. L£KXBDHH
FVFEB LS CBbN, COERFEN CERIOER) HECXZDODbLALNE
Bbh, HHEERY, ANCHEL TS5 EEVKIOZFEIEUL THY, HEDOHHA
B, 53VIIREAN, BEERoThED b, LOELL T 3REEEREL TV 5, fith
B4R T, EREELADL, @F®%ﬁ@ﬁﬁi0§iat(Mg5)oCnm‘ﬁ:%
LT, Biig wmwmﬁc;amoz}tm mEERF RREER) OEMEEE
REL T 3 6D bANED EBbhr,

M #ITHEH YR b o7 —EEBMEER L OHE,
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FRUIck S5, BERBEOZERFIC, THEHE—DDIN—T L LT, REBERFE
HHLTA3%E ( Table 3.), DK & BRD DD EBGIMI. (1) BEBHRE T
Yk, BHELED “#LO BOEERTREEEH T, EHEEERE L. BEGOE(L
DETE, &Y “BPoU” BT, 347452V bOHBAEEE(L. HaOBEHELE SO

. FE (BHE]. RERRIERSE) HEELIEBA SOV, (2) BEBRBGBMEICEO TH, RAEBERICH

L7, BHBHROHBRESDVHLEBOBRAINE—F., RAEEHICBOTH, 4:8%
ik, BEEBBHICEOTALN 5 b0 LKBI U ERHIE L (BEEUHE, BTFREEHN L)
PRIV, BELEHVNVTHKT L, BB TR, 347472V F OREERNE
LEKONT, HEIKHEEL TV EDIRKLT, #ETRIZ 747 4 ¥ bHERLLTRD
LIKRBIZH -TH, 3474727 OFGEMI. KRELTRAENTED (Fig6. ) .
B-o2DERS, ZhoDTRR, MEOHABBFORICEERERL T3 EEbIT,
IV Myosin ATP ase EBEAMKLFHRA

Myosin ATP ase (3BHBHIGEIMES T 5EELEET. BHEHED S 1 7RIV S
NEREMIMETH 5, £ITUH VR b o7« —EREBBHICBO TR, HEOBROHRM
Tk, MBELTHVEF » b OERBE O & 12IFERIC, HE%B< A% ( thick filam-
ent ) DHITERLFEUASED St e ( Fig 1.)o BB TH. MEEE L7 BN
BEOTHBHMIIO LI, @#EHE L1232 7472 FOEMEELTORELL
EUBGEHE ( Fig 8) —BVWTH, Tholhic—HK L T, FE BRAQDOKSE) HEDS
hic. BRBBME TR, BHREMETRTODODA, 147454 OMHHED Sh 5B
D ZNOMIHIC—B L TIRARE LTS D ON708 337454V M B BB L1 - 7o 5 5
P BIRZEAL (BRI 2RTHEM TR, BHRA O -7, Ml BRARESHERHIC
BOTH, ZHEARHEIC. BEOEHGHBMICENTH, 32747 2V bOMEOELET
5ROTESEMSZD SN O ( Fig 9)o T7b L. Myosin ATP ase EHEOE S 54T,
A 747 AV MY, LLEAMRIELA LS TBRETRS - THBEHMBZTHONBELEOHHT
RERTS 385, Y2 F a7 —EHTR, BHEK- LBISETICS SN, BHEEER
LRE-TV S, i

Cases

No. Name Age Sex Type Muscle Onset  CPK(<25u)
1-363 1Ishikawa,Ky. 13y. M. Duchenne M.glut.max. 1ly. 867
1-365 Ishikawa,K. 1ly. M. Duchenne M.glut.max. 6y. 1295
1-385 Mort,K. 10y. M. Duchenne M.glut.max. ly.6m. 876
1-387 Araki, T. 1ly. M. Duchenne M.glut.max. 2y. 722
Table 1 1-389 Araki, 0. 14y. M. Duchenne M.glut.max. 2y 842
- * 1-391 Nishimori,S. 8y. M. Duchenne M.quad.fem. 2y.6m. 269
1-439 Kawata,K. 10m. M. Corllgeni- M.quad.fem. 3m. 1826
ta
1-517 M.rect.fem.
Miyamoto,M  6m. F. Songeni- 6. 3114
1-518 _M.gastro.
1-439 Nagao,K. 39y. M. Limb- M.deltoid. 6y. 40
Girdle
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Table 2.

Table 3.

Finestryctyral Changes of Cell-organellae in the Skeletal musclc{ DM P )
EM Myofibrt]({myo- Sarcoplasmic | Mito- Sarco- Mucleus | Others
K] filaments reticulum chondrts | Slycogen | leme
*Apparently loss of intersyo- | dilatation
norwal fibrilar space
streaming of
2-band
o Degeneration
Toss of disarrangement swelling subsarco-
striatfon Tommal
hyaline Toss of I-band vacuolation Toss of sass waving 1:‘-&:- lysosome
degener- cristae . tion o
ation tortuosity :"': "] muciear
eNecrosTs .
granular Toss of longitudi- | myeline dense decrease sateriiite
change na) arrangement figure material cal)
fragmentation destruction destruction histiocyte
floccular | amorphous mass 11pid droplet Toss rupture | rupture | sast cell
change loss
sAtrophy
sFibrosis fibroblast
oFatty tissve fat cell

Finestructura) Changes 1n O M P and Denervation rophy,

LI Denervation
Duchenne Congenital L-6 | Iw Aw B¢ 2w 20w
1bei T
(myofilaments)
Loss of tntermyo- + . + v (#)(#) ¢ ¢
fidbrilar space
1ng - - - LR A o
Thickening + + - - ae = -
s (+) - DO P
Mass " * * + - .« . .
Loss * + * - (#)(2) ¢ ¢
1-band
Loss + . * N O] : :
Fra ] + . + - . -
=N IR R
Loss of longitudi- + + * - - e e =
m
Sarcoplasaic reticulm
Dilatation + . - . - () :) :
Yacuolation . - . -t (- .
Mass of vacwoles . - - P
1ine figure hd - - - o o o o
H&rh N N
Swelling + - R
Loss of cristae + e [ R
Yacuolation : : - S
Destruction : M . Dl
iFﬂF il * - - - b
Yoo - « e e e
[oid M - & . &
Loss + hd hd
reolemma * * - L * ¢
taving * M Sy r e
Indentation + M b I
Dissociation : M : Lol
Destruction
fd 3 * * E 2R T B
pyknosis . + e e - 4,
chain .
+*
Indentation M M M
Lo:s . pe - A e e e .
Necrosis —
e ” < - . -
Phagocytosts N Sl - P
Satellite cel) M i wl- o o o e
Fibrosis . - - e e s ¢+
Fat cell
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Fig 1.
(x 16,000 )
( Duchenne type )

Fig 2.
(x 16,000 )
( Congenital type )

Fig 3.
(x 20,000 )
( Duchenne type )

Fig 4.
(x 20,000)
( Duchenne type )
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Fig 5.
(x 10,000 )
( Limb-Girdle type )

Fig 6.
(x 20,000)

( Denervation, 12 weeks )

Fig 7.

(x 20,000 )

( Myosin ATP ase,
Duchenne type )

Fig 8.

(x 20,000 )

( Myosin ATP ase,
( Duchenne type )
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Fig 9.

(x 30,000 )

( Myosin ATP ase,

( denervation, 24 weeks )

(X k)

D) BR—X. RBEX, SHEA. BEZL BH%E  Histological study of muscular
changes in progressive muscular dystrophy. Acta Path. Jap. 19 : 213 — 222, 1969.

2) SHEA. BIR—K I EITHH V2 b 07« — SO M. BhIRARMED Z AL
s&. 27: 377 — 378, 1971

3) THER I #ITHB V2 b 07 1 — EOBTHMBOIHT —BEE DL, BAiconT
—o PHEIEEFE2T © 755 — 785, 1971.

4) B5¥ Bl BEHO cold injury iIKk33iALYATPase DB LFE AL,
EEEs£27 © 750 — 759, 1971.

5) Meijer, A.E.F.H. : Histochemical method for the demonstration of myosina-
denosine triphosphatase in muscle tissues . Histochem. 22 : 51 —58, 1970.

6) AR | EROMEIFVEHERICET 5 myosin ATP ase DEFMGLFEHIFFE.
PYEIBEEE29 ¢ 180 — 188, 1973.
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HRHRBICB T3 EFHRIROEEFNEN B LT
Acetylcholine receptor DJFGFEIT DT
— JLBARYERRMRRGT —

EHEFIMEE 0 h R B X
- TR || B R R PR |
8 om - B — %
EHFAZESS 1 Rt it ook E

(kr C & 1)

Mortorneuron disease I/} 5EHHMR (E p) BXTZD Acetylcholine receptor (A
Ch —R) ODRBEDEIL OV TR ELKANDIHFTH 5, FuEREL OWEHRBICOVT
Lh SO EELEABLEREBRNICHBEL 2O TRET 5.

(& & Fik) ]

M RIRELE (AL'S) 64, Charcot — Marie — Tooth % ( CMT) . Cervical -
myelopathy . Tourniquet paraiysis B12XL0EEDP 176 2 LDV TEENICmorp-
homefvic analysis ( Santa 5 1972.) %8t L CTHEL
nerve terminal {# Tid(1) presynaptic membrane length (NTL. Terminal #55Postsynap-
tic membrane KL T 3WHADEE) | (2) Nerve terminal area (NTA) . (3) Mitoc-
hdndria /(2)%). (4) number of synaptic vesicles /(2) DO THIE L 720 Postsynaptic
(P S) region Ti1)PS area. (2)P S membrane length . (3)membrane density ((2)/
(1) | (4) membrane length rafio ( PS membrane length / presynapfic membrane
length IV THEEL 720

Cholinesterase (C h E) #tfizKarnovsky & TITOREARMICEBEL 7.

ACh—R#fs : Nakane & (1974). Angel 5 ( 1977 ) DHEIHE > TERB L1 Pero-
xidase conjugated @ —Bungarotoxin (P —BGT) Aff. XTI EEEATS ¢ DN
YA %21E8 U T L2 #1490 incubate L. Diaminobenzidine HCI (DAB) T3 2
EBRRIEET> 1 . .

BEAK)IC I BHIRIUREICRE A2 (0, 95%. CO, 5%) %@L/ Krebs — Ringer i&iC
ANk, ThoOBHERRELE P EDEYIL T Perforated wax plate iK £~ TEE. FixROD
P—BGT#4fRHR( P—BGTH#E 313 x 10 M)LAKICRAN 2 EBLBHSEET
2 B5f8 incubate L7z ZODHEASH X %EL /- Krebs — Ringer # T 3 Byffste 3 ¥ 7/
F—nTNFE FT2E/MEE. Ep zone %#MYJL TDAB TIHORERRIGHK2 BA R IY
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LEET2REBEE Lo T3 —viKi: Epon 812 Al L CHEVIFIALRD T B
I L 1,

Morphometric analysis (3(1) P~ BG T reacted postsynapric membrane length (A
C h — Rsurface ) (2) Jndex ((2)/presynaptic membrane length ) % #IL 7.

JefE#RYicid Denuded region (Terminal A3{HKL7-EP) control T 98%icAH i
- DICHKLTALS554 %. CMT 30.0 %. cervical myelopathy 150 4 &LEHE TH-7-
(%k2) . XN /: Terminal DWW TFE LIKRT T LK. AL S TiE Mitochondrial
area PHEORBVERLIUAREE LT
CMT Tid presynaptic membrane lengfh. Mitochondrial CMT T3 presynaptic mem- _
brane length. Mitochondrial area . vesicle BSHEICIKT. cervical myelopathy Tid.
Presynaptic membrane length, NTA ., Mitochondria #»HFEICET. Tourniquct para-
lysis Ti3 vesicle BEERET LTV .

P Sregion Ti¥ ALS Tit PSarea. PS mambrane length MHERiEmML. CMT
THTHRBEBEDER %1/, Tourniquet paralysis Tid PS area BEZREML T
T (&2) . ‘

Fig 1.I3IEE7Ep®D Terminal axon & PS membrane T %,

Fig 2~ 4.13AL SOE p TFig 1.i3 Terminal (3B LD L Schwann a0 &
s 5 3, LHL PS membrane i3 seconday syneptic cleft A5 BiiRHEPICES gL
TW3,

Fig 3.3 Terminal ZRIFEEHEEZEZRTHPS membrane FEHKICHKZEL T3,

Fig 4.4 Terminal 3L TV 3405P S membrane 3 & 5ic&EL over developem-
ent E15->TW3, BL. BHEHHEELEDP I3 PS membrane dZHEFHL T,

Fig 5.3 CMT®DEP CRIBDREHNA SN fzo Tourniquet paralysis DEIEIFICEZHD
Target fiber BSELELIEED EpREMEI OFH B L UIEREED Ep MHEEL THRES
iz,

Fig 6.3 5D Target fiber RALNI: Ep TRIEE#BELRL TV, (KHI
multi — target 2/7R9) o

ALSOChERBTRHEHDOLET LB TRREHSETL TV,

ACh—REMBICHKFENIIZAL SOEP T3V &L bEHDETIIRED LI, > 7

EFNHEE. EFEDEp it 5 ACh—R 73t Angel & (1977) ®dffis (1978)
BITIRAEL TS LK. Postsynaptic membrane @ Primary synaptic cleft RiZiS
HEFICHELE L., secondary synaptic cleft R TIRMICIE->TW 3, ALSDACh—-R 9%
{3 PS membrane D%E& HHIL T secondary synaptic cleft WICEL BHdT 5L 5K
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% ( Fig 7.1 control . Fig 8.9.13AL S® ACh —R %) »
morphometric analysis (& 3.) Tt ACh —R surface 2 contral &L THEIEEM
” Lfb‘f:o

%1
Morphometric date
Nerve terminal

Endplate ) Mean a S.E.
analyzed Prasynatic Nerve terminal  Mitochondrial Vesicles

( No.)  membrane length  area (am') area (%) (No /uw’)

Ci!ﬂlrol& &7 3644016 2684021 ) 16902150 45.20£3.10
ALS °”

(5 Cases} ‘55 3042 9.30 2584046 10.62£1.45" " 43.451£5.03
arcot -Meris * * .
Tooth & 12 2522042 1754049 10.1222.49% 28.932452
Cervical * . *

W!ahy 13 2554031 1622030 13.362367% 50871776

Tourriquet ot
m 39 379 t-0.37 3212062 13.244181 23.612329

& significantly difterent” ( P<0.05 }
e significantly ditferent ( P<0.005)
see  significantly different ( P<0.001)
2.
Morphometric data
Postsynaptic regions
Mean ¢ SE.
] " length density
(No.) area (um) (um) ¢ um/ium’ ) (%)
’ " Controls 47 74012039 43.70:210 596+£010 . 98
ALS » £
(5 Cases) 74 952+063" 52532355 5.78+019 55.4
Chareot-tarie 17 11794 131%™ 66684640 5802020 300
Cervicat 2]
myelopathy 15 801:092 33.04x4.39 4914023 15.0
Tourniquet . d
paralysis 4 991 :082*% 437212335 473024 87
N signiticantly different ( P<0.05)
sa  significantly ditferent ( P<0.005)
sa«  significantly different ( P<0.001)
%3.
Morphometric data
Postsynaptic regions
E ) Mean ¢ S E.
Postsynapti length Merrtrane densty ACh-R
(No) area (umh) (um) - { pmiumt) Y sm«?(?:
Controls 47 740+£0.39 4374210 5964010 15322123
. - (n=29)
(e’ 8 988:081% 614+420% 669:089 Qs 465t .
n=21 )

@ signiticantly different ( P<0.01 )
#% significantly different ( P<0.001)
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Fig 1. 1l 75 0 6 # Fig 2. AL S D#EE#EM

Fig 3. 4% (AL S, Type grou Fig 4. Overdelopement £7i-7-P S
ping @D fh#R#EICAH o T) membrane

Fig 5. CMT D #E&)#M Fig 6. Tourniquet panalysis OE&)#KHR
Targe fibor (KHI) €& H117c,
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Fig 7. (EH®DACh —R Fig 8. ALS® ACh—R

Lo
o

Fig 9. ALS® ACh—R

(& ®)

motor neuron disease ® Ep #EBEFANICEHE L WS RID V. TORKOEHIHEMRD
EELBVEp ZOLDHEMT EARICTHORD Ep BRI VT LiLH B, £/ Ep DA
Ch—R icxtd 3 BHHEOBEC OV TRELKRHMDOAFTH S, ChE TRESNIEE
REICHSONTIR, BEALEDEP-TEENB DM 5, Terminal AHKL Schwann
MEaAHER L -BAEE L OB EORESHASN S, SEFESPEE L/ 176 2DEp
% M7 L7-&582 Motor neuron disease @ Ep (3%, 4 X 3H 4 T TH L DRFASEMEIC
BELTVAC BB LT, HICHEKEO AR, PS membrane HRECHBEES &H
CLTVBTETHD, COTERDVTREAEE T, BLALRESNTOE, TD me-
chanism L2V TRV DD EHBEL 5N B, | DIRHHRUIMERFICMIFICLD
mpE R B0, motor neurondisease TRELFEIMEHMICETTT 5720, DB
KB TPS membrane MBFEKEVEHBCLTL 52 &, F2 3hfEHNSH D Termin-
al axon 5%k L7#. F—BFICEENBT 50, COBELERESDDPALTY 5
iZ PS membrane (3BFEREFIZBLLTLBLRIEAHTH D,
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Ep D ACh—Ri ALS®D PS .|.me_mbrane Tl PSfold AFETHDLEHIL THML
Tx Y. secondary synaptic cleft DEHRE THEIT 5L 5 3, 7/ morphometric
analysis T& ACh—R surface 3control &9 ALS OHHBHFEREML T, LD L
3PS membrane A5BITEMd ZEEMHIE/EED Ep ( Engel 5 1977. &5 1978.) ©
39T 27 5 —CHRED Ep GES 1977.) T ACh—R #9b¥ 50 ERLEN B,

(x )

-Engel AG, Lindstrom JMetal ( 1977 ) : Neurology ( Minneap ). 27 : 307

Nakane PK& Kawaoi A ( 1974 ) ! J. Histochem. Cytochem. 22 : 1090

Santa T, Engel AG et al( 1972) : Neurology ( Minneap ), 22 : 71

e E. 8 FEZ (1978) © #EARS - 214

B O, F OBt (1977) ¢ EEALSGEERA. ETHHBEYX o7 4 —EOKRE
EIERICBI T SEEIRAITAA. HMS2EEH AR RRES.

Myotenic dystrophy OAERFRIC 11T 5 AT RICTONT

B HRE I/ \EfRbT
# B E b F
& i AR SRR
k B E A zZ o R F
TENEASE—RE B HE E

(r L & 1K)

Myotonic dystrophy (LLFMD) D2 & A L3158 S3ICHIET 5, LHW EFRAR
MDD, EHE. myotonia HE. AIEANRE. QARE. AZWEE, RE/o 7)) v
BEREEHSI LIV EHBREBNESETH 5. LoL, HEKRIVRIET SHRLEMDI
floppy infant DRREZEL. COBRERBETEEERE T KB LOERICERT 354
3,

. DhbhRERLVETHH VR o7« —EXTIH LT I8BHMEHERBEBEOLERTIIC

SO TSNS L CHBILENREE T > TE TV 3,
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“lal, FLRBIMD 2 flEGuic RABIMD 12F1)ic 2T, #DERREE S Jtc'tfﬁmﬂcot %
TN B LB LR R O THE T 5,

(R UCICHEK)

L ¢ =7 :

FLREIMD 2 il & UBRBMD 126D 3 1451 T 5. FLRAID 151 (N 1) iddbifgia/ g
Rt 5 —ICHBD 1D ABE L. ERIDBRRD % % LT\ BB T > 1o #1013
Bl AR~ T UBRIC ABE LRAER AT - 720 ' .
2. BMER

kﬁﬁ%‘%E%béwuﬁ&%ﬁ%ﬁﬁﬁﬁivffiwmmkﬁﬁ%mﬁﬁt it

HBICFIATAR L9/ —nHE0F-8CHD7 Y ~F—TEHBHILIin—~+4vhT
FEEL. 7VA RS o FT6~150 OHEETIFEASVER L 720 o
3. Rtk

10%74An=Y) YEE. /Y77 ¢ EML 7212413 Haematoxylin and Eosin (H—E) ,
Masson Trichrome s —# Verhoeff- van Gieson #:fB8% 1T - 720

HESEARY VA RS o M ICCHBEMSEY A H—E,  Modified Gomori  Trich-
rome , NADH Dehydrogenase (NADH) , Succinic Dehydrogenase (SDH) , pH
94 T® myosin ATPase ( ATPase ), —i#Bic Lactic Dehydrogenase D&LEA T - 70

ERHED type A1 ATPase 7213 NADH $fhic k » 7,

(BRETHUICER)

1. #l

a) RIRBDOEE

RVIGRUIKEET, N2 ENo 3 3RTHIT. $/-N 8. Nall, NI2&B8XTN 9, NalOid
ZN TN —FRORBHTH 5. HEFHB LT myotonia RABETREDSHT. BA
BRITRI126IP 10PN i BHE 5. £ 721261 45lic grip myotonia ASAM» SN, BIEABEEER
AR B LURAMLFHITIREBD SO T, BTEF9Fth 3 FlicEd Shi, RIS
ZhE, oLFINRET RHEELTO R, '
"CPKODEAMSI4FIBSFlic, GOTHLUGP TO LF 1480t 1 FliciBbH iz, 1gG DIE
B2 13f0dh 5 Filic, IgA OEMIZ13FG 2 FlicBH 1=,

b) FEERMD .

EF L D D EIRPAEEIEDEZD ., SR BALO 7207 EVIBE TIER42BIC 2500 g8 Tl
th Utco BEIHRSS T BAMARTRIETH » 7208, E% 2 BB LV AREEE -7, 5 7 AERC
LEERD SO FIEH/NRRER v 5 — it ABE Lo ABE, 25 FRET. ERIKEE.
TOBREVERTEIHICL, EOEXED/, FRIZRMEONENE. TRGONKLEL
BERBDTI : - -
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83 myopathic face #2L. AREEF., SMHHOHMET EHERK. SHEOHE
FEBmMET. FRREONA, grip myotonia, L FHIGIKAD percussion myotonia
TR, BEDHITRIELANMEZED . hblElED myopathic face, grip myotonia
FEEDI

EF2 D TR T NE DR, T, DERIIRIEIAE TH [ FEIRELED I,
BERLE L UTHILAIMGS. EHHBRIMETBd - oo BAMIIIER 2 A AEIDAREL -
Too 15K2 A AW, BHIRRETB L UHIBERERIEIC KL D ABZ L 7. pithed frog position %
ZEL. BRI/ EOBOHVER, KERYE., SO0F% 2D, ## Did myopathic face
ZR2LTOROD, FHLABEL, BETH 7o BEMBEDHLOH, BREHIHSG L. gr-
io BKLY percussion myotonia ., HHNFE%#EH Tz, FHOKIE grip LU percussion my-
otonia . EIABEZED, FEGEERIEICK 5 4 81D BRREDBENH - 72,

2. HREFOMGFEN L K CHBLFENRR

a) HLRBMD

FEG] 1 OFEMEEK LIRS X Hic, type 1 2413 3 ~16¢ T, 8.7 p. type I&HEIZ
5~15pTWHg 97 pTh-o71o type I BLY type I L bIKIEE/NROME it LT
HEMO. L L. CORFEEIL RO TV,

v JEFI2 D type [ BRHEDFEE 161 ¢ T, BITESHYTH 555, type I EHEE —5540
# ERERIERICH »Tzo Fho, type | BRHED LD BENEH699 % Th-7- (BEE 1),

K2GRT LD, FLRBMDOAROMEFN S L BN R ERARMDD £
NEHEd 5 LARBMMDOHBHOFMHMIFY TV, FLERMD 1 4] (Ne2) i type 1T
BMOEAKLE type I #8#0 predominance #HE®HSfz, F /. BED phagocytosis .
fat HX fibrosis HMEH LN EH5, RABMDIKERICED SN S internal nuclei (B
EH23BXU3) . nuclear chains (EHE 4) . motheaton (3D SN -7,

b) BABMD

HMBCFERNICRET L /21150 type [ #R4EDZEM (BHE5) 256 type [ XU type II
DOHFRHEDER 4 Fl. typell RHEDEM (BHG6) 2HlIci8b o5/, PERK D MDDOEKK
{LZERIFBE LT type I $R4ED EHE. type I BHEDOIEA., type I £4£ predominance #3
BHEIOTVE, 99
DNONDHERGIZIE T 545, type | RHEDEFMNRHONT type I D BHAE
HONIIER 2 Bl - 7o T & IFHERED,

Internal nuclei BI2B)2FICEDH SN, FOHE DS 215 B 5 755 ¥ LERlick Zb
Bvoh, £ BHREDPOZOKPHRECIES (BE2) &+HMIcE X BEH (BE3)
EDITDEMBED SNI,

Ring fibers @D EGRICGEDHOSNZEHMEIN TV EHI D, bhbB3SELRAICLY
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FAICRE LIBRD SN -1, L L. —IROIER TG FEAMSIIC KD ring fibers
LBDOLNBZHE INBFONTY 5, SRS SITEFIZ BRI L0,

# 1. Myotonlc Dystrophy DRSS FITHRTTERAT

No 1 2 3 4 S 6 7 8 9 10 11 12 13 14
Age (y)| 5m |ty2m 34 24 17 16 27 44 39 46 47 43 43 37
Sex F F M F F M M M M M M M M
Onseg (Age y) 0 [¢] 28 12 6 3m? 17 35 28 22 41 33 12 24
Duration (y)] 5 m {1y2m 6 12 n 16? 10 9 1 24 6 15 31. 13
Family History + + + - - - - + + + + + + -
Muscular Atrophy - - - - + + + had + “ + + “ +
Myotonia - - + + + + + + + + + + + +
Cataracts - - + +* + + - + + + + +
Frontal Balding - - - - - - - + + + + - + +
Tendon Reflex® n w w w w w w w w - w w - w
CPK 29 121 291 212 |11.7| 23 [69.6 33 21 44 186 S {21.2 |21.2
LDH 245 21 413 | 299 | 324 | 360 335 270 | 240 392 {292 363 | 287
GOT 22 21 24 42 16 17 39 19 23| 24 26 24 16 29
GPT 12 19 12 47 13 10 33 17 16 21 21 20 16 22
1gG (mg/dl1) [380 520 |1900 650 | 685 555 | 830 1000 [ S70 870 {650 960 1010
IgA (mg/d1) | so 50 | 342 78 | 115 450 | 265 320 (167 247 | 340 94 200
IgM (mg/d1) | 65 77 165 60 79 70 {108 93 [ 118 77 78 60 79
Ty (%) 27.0 [29.6 31.4 7.7 6.9 27.8 B3.4 28.5 39.9 |33.3
Té (ug/dl) 12.8 7.1 . 8.3 (7.0 7.7 7.7 19.8 8.5 11.7 |10.3

§ n; normal, w; weak, -; absent

% 2. ERBHOME B L B LFENR

No 1 2 3 4 H 6 7 8 9 10 11 12 13 14
Age Sm 1ylm 34 24 17 16 27 44 39 46 47 48 43 37
Sex M F F M F F M M M M M M M M
Type 1 8.7 16.1 | 30.4 [44.1 {45.1 | 63.5| 26.8 | 45.0 | 33.9 | 22.9 | 33.7 | 29.6 |61.9
rverage diﬂ(l:;tbr Type O 9.7 26.1 [60.2 |74.4 176.6 | 43.6 | 41.7 | 62.6 | 48.9 | 39.5 | 53.3 |41.6 [27.7
TypeD fibre hypertrophy - . - . . - - . - - . - -
Percentage of type I fibre 53.7 69.9 1 73.1 | 48.6 | 54.9 | 84.) {150.4 [63.0)46.3 |80.5 | 79.3 {38.5 [43.8
Internal nuclei ) 1 1 28 33 21,574 75.5 1 47.5| 59 73.5 | 46.5129.5| 68 54
Pyknotic clumps - + * - . - -+ 13 - . . -+ - -
Nuclear chains - - - - . * - . - . + - - -
Phagocytosis + + - - - - - - - - - - - -
Hyaline change - - - - - + + - . + - + + -
Fat . - . + I 3 " w | - w | - [ -
Fibrosis + . + - - 3 + - - . - | - -
{lotheaten - + - - + + 3 . - - - + - -

Ping fibers - - - - - - - - - - - - - -
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DFRZEDRILOBERE LTk, BBHickd 5 LEE. DMPHRED—RELTD myo-
pathic 7SHEEMSLTHERL O LOMEMEIIKED . ThodiE L T, TOMICEMEH M
L. BEINFEREMRTXETHHH. L THHKEZ D DREZEBEEKICE T 5.08HKED
TR VEREDOETH 5,

OER 2508r DLEERLABDRAHT, ChoDULFBRELOEEIBICHELZVL
IO HEALECHEENIC DAL > T 20MEIK DL, —HIEH 1 diRMELr gEtEicH>
SBEICOAN- TV EHBLERI 150 g1 LBETH 5

EREMAODEHER 2 FlIdTRHEDIERETRL., D 2 FlIERKIMEDIERTH 5, HER
iz 2708r EZNEFHATH O, HLIREEKEZ K LIEFO D, fEH) 8 (3 8 FRjABER L D
DHESEHT, DAL ILEBEICLZ2bDDF T LEHFTE T, BRICISHEVEHE
BT DHFERIC DD I EF Ao, —FERINIETHI2 ~3HEL D EKEEMMSE
BTH 105, RS L <. JERVRBRKEDRKRITE LD DARE S 1D
R DU EHRINEFITH 505, MHICOAUIRMELEKERLIFERBHASH TR
Vs, REKE SOHBIELTO 3 bDEHELTY 5,

RITDRRHEALICRITY 5 EB AL SN S LHREDORESHENE < RoN /O BIERERE
KR UIER 8 TES20T . FEHDC EBFHEIN L, 16T DEFIITIRSLL b sEY
T, MEDLRELEBROBEOHELZBHIY 5,

(x & ®»)

Duchenne B/ 126D EEKREA, CBOBEKFR, GEIBRFRED. DMPREOBAZICHE
BUBRHEMAL D, SHCNE bl STBEREERLTO &0,
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Duchenne £l 2 2 b v 7 ¢ —REOFIEIEEZ ORI

BEARFEFRE REFHE
' R — K #F & RAHEX

(8 ;3]

Duchenne EIfEfTHR YR b o7 4 —fE (DMP) TROEXLECTHARREE. EEREENSL
HLiEAabN 5, 2T Thhbhid. AEES»SEERE. purkinje fibers W72 2RI
(RO R EAR R B L F BAER L NV THRE L 1

(# )

BEAEHRESRKZCBOTHRESA, DMP 2SN/ 13F00EBER V. EFIIZT
~NTH, BEHES, R, LER. OBRPTRE figl iR Ui

(A &)

FBEERE S ORI A EL 3 mOBERYIA & U, paraffin @, 3 £~6 ¢ici@JLTH
E#fs, Elastica-Masson $fagEIEE L.

(#% £)

1. FHEFEHIKIREEROHI LR TELEDL T

2. BELEHTE. TSV TEHRESR SN, EEEEEHELCE Ron.

DT BB ORI OAD ATV BEFNS -1 X1 FITHREMDS ~7c bDBSH
570 FDHH 1 HIEEE 1IKRL 1, _

3. His HTR. SHEMORONL D1 Fld -1 BHEALIBROBORICOEAD T
ATV, BE 2ICEHLO B S fEfER LT

4. Z=4M). purkinje fibers TIi3136th 8 Flicigi b2 EBD I, S B 1 FIRBETH -7,
BH 3t E RIGEMER LT

PILEDE#EE fig 2. 1ITF EWie BB —RLH TR THRMEILZ YD, FICEEREE
T -7,

(& ®)

ARSI, EAREARREDS > L BER GRWARRS ST, FEHRKGSENE
L& iEZ O,

BRI SERE. FHROBORICOAD CALERA LS - 1o BHEHOBIIRMA. K
HIEAZELCASNTY 305, ERZHEAOENEHEEEKREOZTHICHIET 60000
B, REBET Oy 7IKE TE-TORVDIIZ. HHROHOELHSEOD, H50VREED
ItHEEZON S,
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Hisdic >0 T, 1 GIOBEIRE. SHEEA L S hs. ZRLIADIER TIiKE 4 ED
A0 10T

L AR, purkinje fibers (313fch 8 Bl CEVEEMEL AR SN, LDLEEREL 5B &
ZALD LD, DOFEHAE . THid. purkinje fibers A3k D —HLEHICE OHEIR A H
STV EIHEEZ LN D, —MLHHDOFHEALE & BITLENFTRIC D0 T HKRETT 545
H 5. SHIDORBEFIC S ARTERLM T 0w 7 hids - 1o hs, IR GHA LB 7o v 2
TV O Eh T EEZ 20,

HEH L
EF) 8. 174 LER 160 &8 DOEH
D E ke FrBROHO D &
(e RO NEY g

BH2
fER 6. 20 LER 170 g8 OEH
@ His ., 4L 2RO ORIC B
51 5%,

EH3.
e 2. 194 LER 490 8 DfEH)
DERM. BB E o5,

= 291 —



£1.

number | age | Cause of the deth weight ECG findings
1 1g | [Fespiratory 170 g | myocardial injury -
insufficiency
sinus tachcardia
2 19 heart failure 490 g low voitage, right ventricular
hypertrophy
3 23 heart failure 200 g sinus tachcardia, IRBBB
A 29 'resplr'at'ory 450 g ventrxcglar prer{]ature' beat
insufficiency deepq in V;,V; high:R in V;
heart failure respira- ST 1in Vg Vg, right axis
5 13 tory insuffciency 570 & deviation
respiratory . . _
6 20 insufficiency 170 g | ST1in ¥, deepQin V; =V,
respiratory .
7 20 | insufficiency 190 g | Q (02mVDin I, I, aVf
heart failure respira-
8 17 tory insufficiency 160 & IRBBB
respiratory IRBBB, ST 1in Vg,V
9 17 insufficiency 220 8 sinus tachycardia
respiratory high R in V;, IRBBB
1
10 19 insufficiency 210 & SV, + RVy; = 50 mm
heart failure right axis fieviation. pulmo-
11 21 respiratory nary pveptncular premature
insufficiency 240 8 | beat, STin Il I aV{, high R
in Vi, deep Q in V;
sinus tachycardia, right axis
12 17 - deviation, ventricular prema-
heart failure 380 g ture beat , deep Q in Vs,Vs
respiratory 210 g tachcardia, ST 1 in V,—V;,
13 24 insufficiency PQ = 0.16sec QRS=0.12 sec
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%2

N Result
;number myocardium changes on the conduction system
left andright bundlg
fibrosis sinus- node| AV node His bundlg tf’ifl?e';CShGS » Purkinje

1 + - - -

2 + £ (fi) | - TR

3 + - - + (F)

4 + " - -

5 + - - -

67 o+ YA D £+ (F)

7 + (fi) S - - -

8 + + (fi) - -

9 Ty + (fi) - + (F)

10 + - - +  (F)

11 + C+ (fi) - + (F)

12 + - - +  (F)

13 + (fi) + (fi) + (fi) .+ (F)

F\ B fibfosis V_f,i41 fatty infiltration

(# % x ®P -
. RBHE FESTOREMAGTORE MEEPEEE 33 (3, 4) 185 - 194
(1977 R A
2 SEARZ. RITHR A 97 4 —fE (DMP) 0)1&0);%@%9%]5}% PU[E R e ok
31(4) © 1975, ' o

3. George K Massing M. D., and Thomas N. James, M. D. Anatomical confi-

guration of the His Bundle and Bundle Branches in the Human Heart Cirula-

tion 53 (4) I 609 — 621, 1976.
4. Takagi T. Patholoéf&él studies “on ‘atrioventricular conduction disturbances

Acta path. Jap. 28. (6): 815 — 842, 1978.

5. Perloff, J.K. Roberts W. C., DE Leon, A. C. and O Doherty, D. The disti -
nctive electrocardiogram of Duchenne’s progressive muscular dystrophy Am .

J. Med., 42 :

179, 1967.
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6. perloff, J. K., de Leon, A. C., and O° Doherty, D. The cardiomyopathy of
progressive muscular dystrophy. circulation, 33 : 625, 1966.

7. BREES, #ITHH YR o7 4 —4E ( Duchenne &) @O~7 bwEBR. OEE 8
(12) © 1209 — 1216, 1976. _

8. JKFFEH. KEEE. Duchenne BHEFTHH VR b o7 4 —EOLERFRILOCT
WH25 (3) © 530 — 536, 1970.

9. HREMSE #THEHYR o7 4 —-EOLBEXNEL W14 (6) 1147 — 1150, 1964.

10. SAKBSIES. EITHEHY R F o7« —EREOLMBEFCE S 5 [ENR KHE2T (8)
:51—58, 1973.

11. & FBIERS. Duchenne HBEITHM U2 b 0 7 4 —fED BR R HEEE D LMBEEIC DL
TOME EHE27 ¢ 31 — 37, 1973.

Duchenne &l 2z b v 7 ¢ —FEHBBIO.CMERE IR T 5 P58
— LEBERFR O —

Hy RB#EEm &t v 5 —
[ B Z O —
H ¥ T & g

ERRYA; =25k 000i: ]
2 e = G-
7N X E

LHBRFHE AR HRI & R

EREMAFEPR #® E K

(1]

PEREITHEH VA L a7 4 —fiE (PMD) OFREL T, FRRSFRYE P REEGYE HH
ST hs, BEBHANEIC LD, CROORBEARBESN 10, BEOEFLRME |
ME s, ERELTOHEESEHIN S L SR -7, -

E#53LIATA 5 Duchenne K PM D OULERZ IC DWW T, BEIRIIS X CREBIABFATICE
FAETTH T 305 KHF TR, Duchenne &P M D DHIRIEFIDLEIC DV THRE L7k

— 294 —



B4 3% 2%, Duchenne BPMDO.LEXRREEMET 5,

(HHEIUHE)

NI T BHES 5144 ~255 0 Duchenne BIPMDHBHTLEBRUTH 5, SHTROME
EEFd. 14~15F THRELE D6 ~THE. 1T L0 DR T~8KETH 5, BEDOER
. HEH, 2FlicEOMERTE. B, WEOEREEDI,

FRE., PIRGEEC L AMBERE L LR EEGHLAODBREALETSH 5,

BREOHER. SREHCOEAS RRAICEE L, REMEEAC D TIE, H. E.Masson’
s trichrome, PTAH, elastica van Gieson X&EDHRMBE L HEOREL 1
(% 2)

REFAOLER. LDEBEOEX., LHGEHELOML & ZDERE. BH}RORELLICOOT
DEfR%Z % LicE &,

OERIZ 1408 ~ 3408 L5205 0., RESOLEROFEEENISEZL DL, ER
DML TV % O hs§% OIEFICED Stz HWEMBFNRZOFBRE E LD 5 0K
ZOEEBOHOBHALTHD. REDRHIF. EOEOKREE, fIBE, HERZHLIC, Zi
FEEAKDELEIRIODDH b, RMWIEH TH 5 &I LNIER X D O BERAIICEY T
H 5. BNGEBE CIHEABOMENSETL D, HEAMOITCER LILLHREERD 6, (K1)
OB, B, o, TS, MR ED§EIRT A, LHEEDSS
DL I EEL BRSO BRIV, DFRHEOFER BRDIIV, BILHNADEE K
DWFhOIC S, BIREDOZEYE. IR LKL, REREEEDE V. FEBHIRAEOR/N
At BB, (BEMIADBEIRBDIEV, BETDH b,

(& &)

A TE SN/ Duchenne PMDOLEKRZEORRZ LHEEDZh EE~5 L, 2HD
OEEEELERDEO L, BHREEDORELZZDIEO L, KO IHBEEIROEITIC
—H LN &, B—META 5 ERERALAER L 0 OABRRIIKEN T &, BENTY D
BhpEHEN5, .

T REEE S TV 3SR CHEORERR & KT 5 &, HE TLHERHEOZERI
EXELLEA B B 5. BEALR RO SR L TR, BRIEOEIE T, ORBFicgiits
MLEDHBEDLLETHD, PMDOEELIBZRS,

AR CTEDI-PMDOLHREDOHR G, . BELVEERTH-/ch, TH oK
BEOFE THY . CORMICE S T TOLHEHOEUOBIEPESHKORA L TY CRE
AEET B HiICit, BVERDO PMDEROLEBERET SLEDNDS o

XT. Duchenne % PMDODLERRRICOWTIR, BEREARDOBRICOHTHIS
BRELTOEN, ZRODHEATEHEEM20EY THD, FLKEFS, LS. &
K 5. Heymsfield Sid. <7 buLER, OHEK. KR LVREEEERO TP MDEFDL
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[X]'1.  Duchenne Moz bov o —iF
RO DEE SRS SR bR

X 2. Duchenne Rz b o7 4 —iF
DLEXRE ED

|
| _ECG Findings in Duchenne Type PMD ‘

1) Sinus tachycardia

2) Pulmonary P

3) Abnormal Q in I, 0, I, aVl, aVf & V,_,
| 4) Tall R in V, |
‘ 5) Deep S in Vi—s
| 6) LVH
[ 7) Flat or inverted T in V,_

(% & &)

Duchenne B Y2 b o7 ¢« —fEBHISHRBID LI DO TRE L 12, RED BRHEILL
FOBMEAL, BIRILTH O, KHEO DGR LOEREE S QBRI TH D . ZoLHBEA 4k
FLEBHC E CRBOKREDIA D % b - 10EF &A% 1=,

GE EHOLBRFTR LM LI AER, AFETADIRED 6. LERD SHESH
SILBREDERD HEE, EMICBT 5 Pk L EERKRT A0 T, £ DHREDRERTE A
RIS LEBEENRETH S Lt >0 TN,

(X Ak )
1) Gilroy, J., et al. : Cardiac and pulmonary complication in Duchenne’s progre-

ssive muscular dystrophy. Circulation, 27 : 484, 1963.

2) Heymsfield, S. B., et al. : Sequence of cardiac changes in Duchenne muscular

dystroppy. Am. Heart J., 95 : 283 ~ 294, 1978.

3) REMCL T BBV 2 b8 7 « —fF (DMP) OLORESEIFE, PIFEE:E, 31295,
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1975.

4) EEBBERBARECHERALOI HMOEERES Uik ®4GR-), 1975

5) KEF B, LB D EITHS O R b o7 o —EOLEEEICE T ST . HALRE,
64 : 923, 1975.

6) EILEME L L EITHH YR b o7« — BT D0BHREDERE AR RO HER
o EHE. 290 (TS 3) 327, 1975,

MG D R b e 7 4 — B B ORI R R

ZMERARFEMA BRI
23 E K o
fEzm ® Xk

o§

(8 f)

BT Y X b o7 —EOMKIEDORFIC OV T, WREEYHINEKRERZ (LS

TWBH, FHEMBFENTRE DI,
(# %)

4[], Duchenne BUMITHR Y X b o 7 4 —AE1SHRFIOIFHRIEBDO AL, FHchiD K

e > THRE LT
(& 2]

FEHR4F » 5203 £ T 2Flich S > MAFAT, 5 - MMick 3HidiMd. LELSDH
SREMPE D E TED. BIF2FlIKED NI, HFichAPSED DR, 2HT, 205
b1 FURHMEEEE > T, SBEXMRIZ4F. 205 bEBmEES DI Fl. [EX
RKDBHBOLND D 2P| ThH-tco [IEXMIETRURMfaBEICY Y NIROEFESH DN, U Y
NEREOEBRMIZELFICEED Shi, RICHER Bihic & 3 Eatkmaitia, RIRAICIHES
EHRFEIR T, BREIRZ LOFRANA SN 505, MEFMICIE. SREDZ LW MHATE
THRETHIED VI, NNERMOESIHORRI L, 2EMITIHfaD RSP PEOR
RDABTH -7

— 298 —



(% £)

DMPicid BB 3 2 MG A A D &, 13 EA DR THIED &GP AR L, B
ERRUZHEROFHLEB AL ONBR bbb T, —HREBIRIMEHXEEME. pH
RIEHHIBZ/RTCEMEHIN TV S, WEENFIICT. FESiicky, WEOF LV
EH SN, WESHOMDE K L. Wic, WREHZ IS SRR, Wb, 5k
e RIEOBBMOEE. BR EBLERMEDOHA: . BIHGERMASICLD. WMRFHHIOET
BB HNDB, X, LEHNDWHYS L &3 DIRDEHE LI, LM DDETE2 75 L. @R
MEDOELERIcTEEZ G b, T oMo FICH L T, MRAICST 52 iz, Akt
FBREECAGNBD > MKRTMMD A T, {@HDESI, KT S - Mic & 5 MfifakEo iR
fkd a0, Ml EEONLAKRDOILEL ERED SN, -1,

PIEDO#REL O DMPIC BT AMMBEEORE I, MEERBFR RO SHERIS NS, Bl
MOREICLS D TIFEL, WRHORE R, WBOLEICHKXT S 6DEFZL 505,

D M P o fifi 55 BE 40 %% B B

HRES | Ot (D -] B | EXMER | ) voERRRM
2893 |14 H | H | H +
3610 | 164 B | H# H +
3994 | 184 B | + H
4621 (20 H | H# | H H +
4789 {174 B | H
4854 | 154 H +H + + +
4890 | 19% 5 | H +
5187 | 164+ 9 | H +
5394 | 154 B | + | +
5485 | 16 % | +H +
5867 | 15F 9 | H +
5868 | 14F B | + + +
6241 | 194 3 | + +
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HETER Y 2 b o7 4 —E~D BEL+ 2] OR

E Az IRk -
R B X # - %
iz} i K F

S S ERIcEAR LR vEe v URFET+X) DSEHET A EERBL, BRSO
Bk zOMBERES I TV 5, TORIEEME L TUTORMBHONTV S, 1. $hHEF
v b ORGBEFZBEM AT 5, 2. REMAET ANV 9 &, RESEHR, REAREZET S
%o 3. 7 v MEREH. O UC — glycine @ incorporation % {E#&€5%, 4. <wUR
DGR A ER S $ 5, 5. MR TL — cells ~® *H— uridine and leucine 7&
EOMDRAHLEEMESE S, 6. RRTHKNMAMIRKE —BIEICHRDEK. s 5, 7. S.
D. Rat DBHRHDORNAGK B S H S, 8. C57B.L.6 ] /dy.dy DMP= 9 XDt
BREDRD 5,

Fe A ASUERE. SUEEDEEBH VR ha 7 4 —FREFI A 2RITEB W TADMPADIBER.
FhFNI1E3I A, 2E6 X Hit 20 THRE L1ohs, 5185 5BlbZ0RBRIEAS3HE6
7 AIcRAIZD THE T %,

(x4 %)

(% 1) ( WIS EEESEI504E 6 HOURBEDONET TH LM, EBREETIHFE6 T
- HREBE R 2Di3 DuchenneBI Tidisi = + R {58 (LITABLER) 154, §Hx+ 258
(LUFBEEEY) 164, BHRITIIAR2, BH2, BHELHERZzhZh 1 &, KHEHIZ b
07 4 ~EFNEFNIBDURI >t TTTHFTF R EFMT F RICH UEYHIMEHE
HETHOBNEDRE T + 2 %2R Y, ¥S5HEIR 1 81 ngfhk. 55046 H L 0 B
53fE12H T3 FE6 ARG L1,

HRHED Index & U T EFHBEEIISHILHBHAED Activities of daily living (LT
ADL) %24 Ric—[EfIE, BAETIHXCPK. Aldolase LDH., GOT. GPTRU3H
MR 2 V7 F Y HElRR U V7 F Y REEBARE (K1) OREEAKREFY. 7F
EITEBE LI,

(& £)

ABHPADLIZ 1 ZOHE FHAAKRE T XTETF L/, BETIHCPK, LDHET 7V
TFYVROET LA (F2)

B2 TIZIADLI2LHIE T, CPK. LDH, GOT. GPTH®IKTF. 7 VT7FVIRiZ
RETH-1e (F£3)
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ABfhD Duchenne 13DV TKRITLTAHSBECPK, LDHMET (£4) . ki
BE D Duchenne #16%,CTIdCPK. LDH. GOT&EF LA (£5) o

A, BEiFtR2ADHEZE (Hi—%) K2E2H&ELTA5LCPK, LDH., GOT. GPT
DABLOBEMSBTMEAER LI, COHMGP TOAMITEENEDLNT,

Az A. BiEiEfd® Duchenne BIOBIC DWW TOHBHEA R SEXK3.. CPK. LDH.
GOT., GPTIROWTBHEOHBENARICH L SEDOMEE/RL BT ENICIIEE L

VWA AT
S S
(&1
[ Duchenne & 134 (19)
L-G R 22(2)
ﬁ(IA‘;f* {FSH % 1a(1)
M- 3%(3)
(Duchenneﬂ’ 16 % (19)
L-G B 22(2)
55(18*;)“ {FSH & 1a(1)
MEoaAE  3%(3)
{ it 224
WEAAL R 18 1mghsit
- B#50% 6A~53%128
(K1) £&B% . _
OO11F (% 1N 4) A
creatine {23 N e N

LDM ~ _ _ P

GOT - T - e SR NLIN
GPT - "~ ~—. - \.__\______._::;i.\___\-?;7_:\
456 7 8 91011121 2 3 456 78 9101
ADL 71 69 63 57 54 55 53 36 31
e 13 3 4 5
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(& 2)
AR REDHER

(%£3)
BE2EDOHEE

(% 4.)
AEtth Duchenne %!
D HDHER

(%5)
B#th Duchenne %!
D HDHEFS

R (50.6) (-3 (53.12)
ADL 34.63+4.20 13.79+2.51 P<0.001
CPK |294.84x4790 | 163.53£27.25 | 0.02<P<0.05
Aldolase | 24.87+2.02 26.68+272
LDH |569.47+55.83 | 430.00+£27.63 0.02<P<0.05
GOT 46.58+5.46 36.58+4.17 0.1<P<0.2
GPT 46.79+6.25 36.3216.19
creatine | 576.89+35.17 | 484.47+26.23 0.02¢<P<0.05
N (506) (s3.02)
ADL 427132 4.0 17.6843.66 P<0.001
CPK | 474.73£87.49 185.23+21.70 | 0.001<P<0.002
Aldolase | 31.2612.82 29.21+2.61
LDH [ 702.82275.58 | 47591+33.51 0.005¢P<0.01
GOT 57.86+5.42 34.2322.46 P<0.001
GPT 62.27+7.81 33.73x4.14 0.002<P<0.005
‘creatine | 476.50+33.47 | 426.14%31.10
K (50.6) $®  (5312)
ADL 35.7745.33 1138+2.40 P<0.001
CPK | 379.69+54.20 | 202.08+34.46 0.01<P<0.02
Aldolase | 27.79:2.28 | 31.22:3.19
LDH | 668.46464.10 |480.00£30.31 | 0.01<P<0.02
GOT 56.466.22 41.85+5.37 0.05<P<0.10
GPT 58.23+7.12 4254+8.25 0.10<P<0.20
creatine | 529.46+38.42 | 454.54+3273 0.10<P<0.20
Al '(50.6) % (5312)
ADL 38.44+£5.34 11.81£2.24 P<0.001
CPK |550.94+102.01 | 21113£19.86 | 0.002<P<0.005
Aldolase | 32.17+2.00 32.224£2.30
LDH | 774.56+78.08 | 516.56+35.95 | 0.005<P<0.01
GOT 63.9415.57 37.56+2.86 P<0.001
GPT 68.88+8.51 39.69+4.82 :
creatine | 481.19£38.91 | 434.06+37.63
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(X 2.)
ABEBBOADLAVHR NS
-t

289 5027318

-1812223
205177

LoH L maone

226 91247 44

100044 38
23 6425 05

2855:575

O aAs
B B®

(X3.) Duchenne® ABEB® ADLR«BE Y

m -t

339 81£91.77

b -343:289
Aldolase -00511 89

LDH 18 46443 93

25800450 28

14.6245 80

Gor 26 382608
cer g,
OA®
EBW
§-3 & B

DMP#EHNZZA, B2EICHIMIGH T+ 2% 346 7 ARIRS L. #EHH4E (ADL)
BEBR. 7 LT F VIR EEEENICRIERBS HEKBEL 72,

EEEELFITLTCPK, LDH, GOT., GPTHERBAIIETF L. Aldolase. 7
VT F YIRBAZE TRBO T BRI D - 120

A, BEIBFZ & T 5 & EHBEDOHERBZ BB -7, CPK., GOT. #iCGPT
ICHEBZE LB St
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14 b =T OEYIGHFEDORAS

B LR
B O O W Mo E -
A = £

FUM R F AR FHRA K &

(r ¢ & 2]

myotonia T3, BERAEFEFMICIE. HMEEOERVEOMM, 7 o—nA4x Vickd 55
BYEDRMIE EDRESNTH O EEMICE, RNRPERTHRDO AT Pic kS phosph-
orylation ®EH. RIMIKEEID electron spin resonance pattern ®RHFME, MM D H
MR ENTW3, B myotonia kxtd B#EH#EE LTt diphenylhydantoin, procainami-
de ENEHESTOSEH), LIS E. [ED stabilizer & L TOIEAAH S taurined
myotonia 343 BRI DV TREFL 72D THE S %o

Taurine { non-essential ME&HT I /B THO. HEA. AP O BEEIKILL 536
43, D AT Pase JEHEIC/EAT 57 & LT, BBIREDOR A stabilize SE51EH%EAT
3o XNTADABED focus T taurine. #/P> L T2 0, diphenylhydantoin 73& &R UL
FEEBMER B L. TADALOBESEHSh TS, ChSDOIERRA VY Y L4 4 Vi
BHTHD, ANy U A F VYOBEET TOREATIHEOMEINL TV S, XETHRH VX
o7 —EOBRFZETEMPRURD taurine MWL T3 L0HELH B, TORRICH
BRMBAED A5 5 FHHED stabilizer Th D, taurine i, RO REHERICL S LENT
V% myotonia Xt L CTHEHMBEILPFIN S,

(5 &)

WRIBESINDP SBFTDF 24, X1 BOHBRUEI R b7 4 —EDEHILTH 5.
taurine iZ1 H 1.5 g 5i5%, 6 g% Tl L. O/ 1 7 AR5 L 7. myotonia @
Sfid taurine $BSRIRUERS% 1 BREICEH 5 BT/ SHEDH LB ZEDOHERE NV
<—THHTL. ZWEHERT percussion myotonia #* iz L. FEibsMI%Z RIS 248k, &
HHTFAE% 5 BEIRAED L /%D grip myotonia D HikeksflZ XMEHHBRIO T 5 S HKT
455k, BESBENCHNEIE30IETIEMNS WT5HED 3 DOHLETIT-
7o

(& £)

LISESI 1 léisb‘% taurine S5k OE5#%0 percussion XU grip myotonia D
FEEMOBMIMNERALRT, 3ADHIEZITFITMEERL. 3D myotoniad Rekchifilid
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HE# & < HBBET 5, taurine 58884 1 BRIRU 1 & A#IC percussion XU grip myot-
onia DFFEEREIASPPLHEMOBEEEED 555, BEORR TIREV, K242 3Flickd 3
taurine f5A1R V%KD percussion myotonia DIFEEREIDEIINEE E% R4 5. 3 Flitic
taurine DI SHLEHRIZH SNV, grip myotonia 2 R EHEROSH O M LA
BHHEAFGREOED S bRIBIKHBEZBHIV, REFE T, taurine £5%. MiECP
K. creatine, creatinine, LDH. GOT. GPT. ML EE(LEZHS. XL THIOT
 NEBERERDIIh 1,

X 1. Effect of Taurine to Myotonia ( Case 1.)

—§— Percussion Myotoma

=+~ Grip Myotoma (1)

h
-"1"— Grip Myotoma (2)

| Duration (sec }

mean £ S.D.

Taurine
15 ¢ /day g /day 458 /day 68 /day -

before 7 " 18 2 2 B 32 Cdays )

B 2. Percussion Myotonia

Duration ( sec )

il

mean 1 S. D.

Taurine
1.5 g /day 3 g /day 45 g /day 68 /day

+ +
before 7

+ + +
4 8 2 r-=3 3 32 tdays)



(2 & &)
taurine DD stabilizer & U TOIEH» S myotoniaie x4 35 R 4 11F L 7o 0580 513

MRBBONA -1 LHALSEIIEEMEIHRETHD, NBREEYZA o7 4 —ET
{3 myotonia DREAHENBRETHD ., BEERE LTI EAERE WA, myotonia DEE
OREBVHESHETH D, SBERME I A b= —FE%SD myotoniait T 3B HEH T,
BRARIBHLENIL BN S,

(x &)

1) Munsat T.L.et al (1967 ) Neurology, 17 : 359.
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20—25 Diazacholesterol ¢ & 3 s

FER B R ER RS =Mk
¥ B W o5 JI
g ok F W 49

S
8 o

(8 )

B, FieOBavzFo—flickd, &b RUBMICEWT, (A4 =THRHSINETS
ZEBHIENTN S,

ki3, 4B, 20—25 diazacholesterol % 7 » bicfE L, BGUVERENICIA +=TO
MERERS, & Sic, KL, MERFEOILILE 10 THIES 5.

(% &)

5850 Wister %27 v b (4K 150 — 180 g) 6 L% 2 BHicbif, —BHCIE Seale Labo-
ratories ( Chicago ) & D #t5 &1 7:20—25 diazacholesterol % H:FRIAIE/KIC CTHEMRE. M
BEE L., ik U/-060m % EH, BMENNES Ui, W2 EHE, MBS LT, £HNA
kDA%, HAEERANEE L diazacholesterol ¥5ic & 3Z{t%. Migd:{bFwy. &
SUEREN T U CHIRR A, RERBAMSTE. MBHRU2BHE TR L 7.
€5 2

diazacholesterol #5%. 4B HicuTid, M b¥Mic, LDH. CPKiditicxi®
B LELR S oh g, BRUERFNIC, $HERICK > T, FIARREMORERSELES Sh.
LEE. HEROHZICID, NMUDERSFERIN. WHWS Myotonic discharge 73:%
B o, FIAERFENICE, KL, BRI, AEOMARERD oL, -1,

28 HicBWV TR, M4 b . Mm#A5C P KidxiiE44 1. U. iextl. diazacholesterol 4t
BETER. M LU ¢EEDOERBALGN, LDHRBIEFEEHTIZH 55, 102 ( Wroblewski )
BAfyAHs 120 ( Wroblewski ) Bifi~& FR%RL7. GOT. GPTIRIEETH -7

ELSAERFNIIE., FAKSEHMOERSFRELD (K1l.—a) | WbwWwb dive bomber
sound PEHMHEICED RS, BIEHBROFXICLD, ZFY. BA2DiRMDNMUDE
L. ¢@5id Waxing and Waning 2780 (X 1.— b) | & D Myotonic discharge

(H1.—-c) LHEUOKRMEZAT S LEBDLNT,

HMZFMNC IR MO BE D A/NAR[E & Ul O BREERINS S Sh, ¥ L 7otk
Hicd oh, BEICBVLTREFOHERMNSAON (R2.-2a) | HEEOIOLEDS
Nt (2-Db) . 7 Muscle spindle Tid. intrafusal fiber 239P/PNEL D (2.~
c) . 2L LTRED myopathic ZELERL TR EEL LN
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(X1.—a)

)

INSERTION ACTIVITY

(1.—b)
Myotonic DiscHarGE
(K1.—c)

| 500ms
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(g2.—abc)

(& %)

1965 4F Winer 5745, @MIMESREICH LT, B3 LR T o —vEESh O £5H414]$30
Flic, HOIHIFDEBD., I IA P=TEHRTH D LEBRAERFMICHR L TUX
BAOBILVZFo—VEIZEYICERES T Lick D, ERIN A b =T OERHMSE SN,
1A P TRABFICHETIHESBINTE I, 34 F=TDHEAICDVTIE Bryant 513
Cl 14 YORESESBHORMNC LB LDFHEITBH L TVED, HOLLBEFEIAHOE
Thbo

1972 4 Rudel &3, 20—25 diazacholesterol #5#%®D 7 v BT, D CI Tkt
THEBUNSEE7 v Mick L, BiIKEDLLTVETE BRHL. ThoDT EH 51973
4F Peter and Fiehn (. I 4 b=7AHiED desmosterol #iNic kb Cl- OFE @M E(L
EH5ZBDTHAHHIEMEL TS, BT Seiler 53, 14 b=TOHRRI., HAPOR=
L 25 o—mic 5% 3% desmosterol DEEHS, 60%45 R BBEEICALNA T LA L
T3,

—H. BRavzFo—Eic kB 4 b =TUADHREEIC OV TIE. REMDITNDH 1968
i Langer 573, clofibrate #5thd60f|dBHEDN. 5 Flick\ Tl C PK D L5
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Holcl EEHELTHWAA, 1978 4 Mishra ic & D #18T20—25 diazacholesterol ic
& BHOMBF IO B b HE S,

—J Bav 7T o-vHIBSIC XD NESEBT A L GREIDIEVRBOHEEL.
1973 4 Peter 513 diazacholesterol 5 kD, 3 A b=TORALNK T v MIZBLTI6EH)
h 6 FlICAARBEDOMBIEZR. 2ORKRE L T, desmosterol OnFHELLLBILRFO—LD
HXMRLOERICES S EERL TS, 2 LR 70— LSBT, JIFLEEIBHLTE
FNTVED, COLHIUBRIVRTFo—vEIHRESIRLD, BRBICEVLT desmosterol D
WHEGHBIL, B, KK, TOMORESICH T 2%, FICHREEDE LIBLDRDIW
BiFaRIcTEVHTLLEHER SN D,

40, FKA1320—25 diazacholesterol ##5ic kD, 34 =T EHIKCPK FRAHD, &
SICOEH L. BHHICED TRIELAS S, MBFNEOHET ST EERD L. 4. &
HEREYIH, £ POBRAWIZ o7 4 —EOETFNVELTELDREELEZ 56D EEZ
AL rOBBAE YR 07 —EQIEEARBELED L L. BLORRETITETSH
%,

(g 5 x &)
1) Bryant, S. H. : Cable properties of external intercostal muscle fibers from myo-

tonic and nonmyotonic goats, J. Phisiol. 204 : 539 — 550, 1969.

2) Langer, T., Levy, R.I. : Acute muscular syndrome with administration of clof-

ibrate, New Eng. J. Med. 279 : No. 16, 856 — 858, 1968.

3) Peter, J.B. et al : Myotonia induced by diazacholesterol , Experiment . Neurol .

41 T 738 — 744, 1973.

4) Peter, J.B. & Fiehn W. : Diazacholesterol myotonia, Science, 179 : 910 — 912,
1973.
5) Rudel, R. & Senges, J. : Mammalian skeletal muscle, Naunyn- Schmiedebergs

Arch. Pharmakol . Exp. Pathol. 274 : 337 — 347, 1972.

6) Seiler, D. et al : Desmosterol accmulation in rats with experimental myotonia,

Z. Klin. Chem. Biochem. 13 : 225 — 229, 1975.

7) Winer, N. et al : Induced myotonia in man and goat, J. Lab. & Clin. Med.

66 @ 758 — 769, 1965.
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FERDUAR & Vitamin E/RZ rat-icki) 2 EEHEAR
DIREEAIZE LT L O Acetylcholine receptor MJFIEICD
WT — REARYEEAREE —

ExRvA=E Tl R R XK
E L ) | AR B AR T

pE] A= # - %
RIBAFES T AF & Mook &

(i . & 1)

No54 THE4 @ motor neuron disease HEIHAMRK (Ep) OFMEZE{LL Acetylcholine rece-
ptor( ACh-R) DRITEDZEALIC DV THIZE L, FAHFHIE postsynaptic (PS) membrane D
BIEAKE ACh-R HSEIMUL TV AT &4 Lice T d &xtd 5 Aicite 7 v A FR
L. Ep OEEZE(L. ACh-R BEDEic VT, MEL¥EE LUTBHICHE L. T/
Bk BS A5 Myopathy #5THL5ICH JiE ¢ BA KT 5iC Vitamin E ( VE)
RZ rate Z{F8I L THE L/

(% & FH &)

SD% rate @ 1 {IOBFHFEZTIN (PIKEIT 1 el LICEE O UKL 72) %3 ~TOHD k]
TUUTOHES LTz, gt contral& ULTHA LT,

#% (soleus ), F1% (Extensor digitorum longus ) & V{87z 252 3D Ep i DWW THIA
#3ic Santa SO A LY Morphometric analysis Z§FA1 L CHREE{LEZBE LI, (5
WHBEI DWW TIINS4IZRY)

Cholinesterase (ChE ) Z:fid Karnovsky #E TITORBAMICERER L1,

ACh-R #fs . Nakane &. Engel SOh#EE GHMIINS4ICIEH) 1cht » TERI L /2 Per-
oxidase conjugated @ — Bungaro Toxin (P—BGT) %{#i/l, Diamino benzidine HCl
(DAB) TRAKIEEIT) CLICk DRI, BLUOBHMICEEL . BEMICRUFRE
RiThd. REEOKETHEL .

VERZ rate D% : SD% rate4 4% 2 BMELD VERZR (VEER26m /ke )
Control &8 (VE&R 176019 /kg )25 L1 107 ADHR T LD HETED BLUA
Ch-R 28& L 1
(& 2)

Bathitic £ 3 Ep 0ZAbiz. B3 HE T Terminal axon 5EAICHAEL (Fig. 2).
148% Schwann MO BB 3 (Fig. 3) 5 PS membrane 33 EALRIGTH %o
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Be e 1 7 )@ EMHFHEY LD I FL T PS area b/, 70U#ICiE PS memb-
rane 7SZEVEHAILL TS 5 (Fig. 4)

ChE 7EYERUIMI 3 ~14HDOMIZIZEAEARETH D, 0HBEIREOILZEFL T3 28
EEE ok h T B,

HBAIC L S ACh-R 3YIM 3 ~ 14O TIRIZLAERETHD . 30U i EHEIc —% L CTEp
DR S L5 05 ACh-R DiEVEIR | 9Mit-h T 3,

HIAIC LS Ep D ACh-RIZIEH T3 primary synaptic cleft P & B ICLES 3 (Fig
5) o B3 ~14H TR ZDONIRIZEALE(E S P (Fig. 6 B3 HH. Fig
7. [al14H) o BifgE 1 7 Hi% PS fold (3 Bs{LL T PS area #/Mc—H LT ACh-R o
BRSO T 25207 ME RN TV 5, BMKEI0H% PS fold (3 #Hiffi{k L ACh-
RiEMEBIEFL TS % (Fig. 8)

Morphometric analysis : Bi##£8ic £ 3 Terminal axon DI BEIcBE T 38, PS
region 2SS BRI KIS O O THAD SR A | O THRIE L 72,

BetpiEic &5 PS region 3L ACh-R O&ALIZ % LI Rd8YD TH B, PS membrane
B TR EOE FE/RL TH D, ACh-R surface 3REEAA SV AGEER
th73h> > 7245 PS membrane & ifif7 L Clb O %7 L.

VERXZ rat (385 28R THE (6 /1200 AT, 107 AT 8% (10/1208) AL
L72s

VERZ rat- 385107 A CBA DEWRLBERFTRAH SN, 2OZREABLD bk
oI BH o Nte Lh LI L BRI A SNt Ep OZ(LBE T Terminal
axon FZ LA LHMB THY PS membrane HSELREFIC YL L T 7z ( Fig. 9). ACh-R
BIREALEEILE S F1H -7 (Fig. 10) ,

Fig. 1 [E% rat O g%k
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Fig. 2 Bispsé 3 0 Fig. 3 Mef#é14

Fig. 4. Bitgg700 Fig. 5 1E% rat OE##&H ACh-R 4t

Fig. 6 BifiiEe 3 HO ACh-R 915 Fig. 7 Bi##140 D ACh-R 9%
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Fig. 8 Befli&E7011d ACh-R i Fig. 9 VER.Z rat (104 }]) © Eh#M

e

’
%
Fig. 10 VERZ rat (107 )0 @&, ACh-R 4ifa
&1 .
Morphometric data
Postsynaptic regions
- : Mean £ SE
PS regions
(Na) Membrane length ACh-Receptor
(um) Surface (um)
Soleus (red)
Controls 69 27.33+£203 15.18 £ 155
(n=28)
Denervation
3 days 32 3314 £243 b6 K D By 77
14 days 46 2175141 % 1209£094
30 days 30 18691 183% 11961107
Extensor DL
(white)
Controls 21 2401+2.00 15112 1:21
) (n=25)
Denervation
3 days 19 30.79+318 16.25+1.60
14 days 40 2761+184 16.76 £ 1.21
30 days 38 1940+ 1.64 14412114
70 days 47 19.19+1.10 12.28+092
* significantly different ( P<005 )
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(5 %)

AT YN (BT RSB & 0839 ik % Ep BXUTDEp iK% ACh-R O%
(LIt 2 TT0B O TEIE L 72, Terminal axon Z¥I#r3 BEICIIERIH%. THHT
I3 Schwann #ifIDEEMA SN 5, 30HEIC & Schwann flfaid 8 o545, T0HRICIR
ZhoOMEbHET B, PS membrane BUINi14H0E TIRIZLAEEGTHY ., HERMIH
&A1 FBRTIRZFOEREIITL TPS area b LT %, T0HZICIE PS memb-
rane bBITEHEMSA SNHHMILL TS %,

Ep ©® ACh-R RUINfIc X 3 X BRIEMTHEMHGFHL L L0HKRTOZOERR TS
IRz TV B, PS membrane OZEVEMI S & 18- 72T0HHD Ep TR ZDEIZETL
T,

PlEopr RISV B o7 5 &% X 505 Human @ Motor neuron disease @
Ep tBEFTREE LD THbD, TOKRXIMHELIT motor neuron disease Tid Terminal
axon H55% V) LicfEfEd 5 C &, PS membrane (3@FEMK%ERT C & ACh-R (3HMT 5%
TEETH 5

CHSOMEEOHARARRYH F TABRWREDOET VTS - 1o REFEORLEL
%@%(DﬂiLTh6&%i6h%Ihmm@hbm'mmmmwwdcn%ﬁﬁiéﬁ%
P LIESS) ERBMHMEOBFELBRIEIBTHS o

Z DOFERTIE Extrajumctional ACh-R {FFFRAHRIE - 7o,

Myopathy DHERE FVEEZ 5N5 VERE rat ® Ep REMHOEESEHRMET PS memb-
ane H¥YBiIK(Ld S A5, Terminal axon ZI3EAEBETH 7o EpD ACh-R bid
LAEENE DG ot, TOFRIT Sakakibara & ( Neurology 27 : 745, 1977.) %
Duchenne ¥ Dystrophy @ Ep THZELA D LHLUIT AR TH 5.

VERZ rat {584 3ich 0. VERZSAZOMTHBH O W — ¥ 1 [EEaH
& E BRI R BRICER S 5, A

— 315 —



Y 2 ka7 4 —REITE T B EERIROAALFRITIE

E L ERTIR IR
=~ 75 B R OIE B
¥ B FZHB

AR RSB TR ILFE BT SR
oM OE X i @ IE @&

(8 )

Biv/ 2 b a7 g — RIEMBICAEE (R TAAIE) O DIIED L ATEL B 11T
SAEHII P HOMRFICLDEHBINTV S, Ricbhbhidfyzbor 1 —fE< o2
BRBIKBOTHY) YIEHOFEERDTH S Fay~F vz VEBBKRRE~ Y RICHELTE
Picgb 4 LER-MLIce ThOFERAMEBIIBEIFOFETELLALET. B
BALBEEEZ 4T 5 LRSS N TV 5, ffi, ERNTIETUBRILEULE Fied 5 iENERH
DAEPLZ NE RIS B BBICB T B AE( PRI OTER E 18 o 1o FHICTEURRO—DL
LTR=N=FF 44 F+T=2> (03) BOVIRHEMHELELTRA— /= XY F- Y
4 ZAL8—+H (SOD) OHEENHOMCIE »1z, SODER. BEOFH—BFEITESD
THLEBR—N—FFHA FT=4Y (03) 2HELL T, ThrBEEIT LBHEILKSE
KEZDBEHRTH S, DUONBHYVRA o7 4 —FE<Y ZDOHADRBIBRPDOSODE RS
KREZ D RO TN ERBRHRERS o F RPN TOR — =4 %4 14 FEFBFD —>
ELTI7 0V - OB FERDEIBEHIRTNEDT, YR bo 7 4 —=9 2DfF
BLUBI/0YV—-LDF 70— L4P— 450 SRLKBILEERDVDTHRI L1,

(# &) .

SODERDORIEI. Mc Cord & Fridovich i &b, 4V Fv—34vF VEIL
BRIKLE5F 70— ACELOMEEZREL TiT>7e FF2 00— 4P— 4503 Omura
& Sato DHHET, Bl WKEHLIEHIZ Kusunose SOEH:IC LD C—5 ~ v slifs s M
WTHIE LY /T 37 EY) OB X FMELRIGIE. Nash HHck D4R T 5w v 4T LT
EFEERTACEICEDAE LI Ny XL Y kEE{LEVER Cantfort SOFEERR LD,
H- 7 uRYy eV VAR THE L1,

(& £)

PR 4 —RIETIRBIURRE I ROBADRB P OEOLTEEIC LTI b
AVEYT, 370V - aBLUNGHES S8 L 1. SRBEBOTFHEREIRE~Y RILE
WTEHEHICHDL TV 3icbod, TOMBER ¢H71-0REBOAZIPa VY FYTEHEE
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Cyzov—nany i3 FRCHNT 5T E0ED S tc, WIBYEESYD S V37 Wil
FIE L RRAE= ¥ ZIC BT EELSI V20, BT QMBI BIEDFE, RANRIE 3D 5y
B —SU T2 bDEELI OGNS, £ TRMD I F 2 v FY) TENE BT REG
WL DBREL, 50,000 X g TRLEBEITH->THSN/A LD SODENERE L1 &
DB, Frrzo—ntrdvy—EiENEMTETS D 1 mM KCNERMU 7o & LIKRT &
S B BERGBLOOHL0B O b2V FY 7O S ODFEHE. HERHOLBRRE
ERLD bEV. —F., WAEEY PO S ODFEkI >V TR, THER TIRRERDOLH. K
RIERL DBV, LHPBF TRATHEOT BHE LD EV.

£l BHYRbo74—-REBSLIORRE~Y AOEL DBIERO S O DIGYED

dy/ dy (12) (+)/(+)X‘i dy/(+) (10)
7o 7ol
¥ By % ¥ B 1%
% i 7] (1]

Y ER (8) ‘ 0.83 | 027 | 036 | 008 | 1.569 | 0.40 | 1.78 | 0.15

I haVEYT
{m%} 20.6 | 350 59 | 11.2 | 1563 | 144 1.2 | 145
g

1o/ -4

(W7 2225}

246 | 178 37| 112 | 1563 | 144 | 1.2 | 145

ajEvEE 5
ws 9o 122 | 73| 50| 31| 136]| 42| 58| 28
{7222}

IbaVEYT
SODEH

AIAYEE Y
S ODEH:

{bes o)

0.75 | 084 | 228 | 202 | 039 | 054 | 096 | 1.25

097 { 031 | 1.71 | 191 | 087 | 1.87 | 0.97 | 4.87

(370Y—-AERIIESODFEH]RALDH LN, )
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H2IUFBLUEI 70V —akEBFBFboo—LP—450 501 E 84978 o T BGAG B KE:
{LiEYE% g P 70V — aTEHABEHEAREBORICSRELERDBA LD SNV, F
170V - ACBVLTIRF b7 o— 4P — 450 9B KBILEERMD L TO R b5,
ReligE D KBALTEYED A3 ¥ L S T L T 5,

%2 BHYRMoT 4 —REBIVRRIEYIRD I 7 0V — LBHICBE5
F b2 o—4P— 450 GEB L CKBLEED HHE

d (+) d
/%g-vvx,/gjxu,%g
_ it H Rt )
Frro-nP-450 ( DEXGET 0,y | 089 10042 112 | 0.103

7= VIKEBALEYE (" TV e s oeyy | 188 | 0072 149 | 027

7 i / to |) ‘/ﬂ%‘l)‘ q_/u{t{gﬁ ( lﬁ] ) 596 000 6.08 080
. ‘ cpm x10*
Ry XLV IKEE{LTEE ( A//ffga ) 3.42 | 005 | 3.56 | 0.095
LU RF REWAKRALEYE () 273 | 200 | 217 | 081
cpmx 104
A ( /}/ P 450|307 | 476 | 194 | 786
(BEHLUE L)

YR o7 4 —RiEY XFHEH. 0. FEEXUBIF3aYFYTOR—N—FF44
FePxuny—+ (SOD) iEHIR. RFE< I RICERNTOFhbE W EHHLDICE -
foo FHRRBEIRTRE I 7 0%/ — OB KBILERHDOSLBFLIHEMTEI L EA
Lhontc, will. FEMB KB LEBEROEBNETIR 7o X9 75 v I v THBEVHIHE
BREEINT. FLTOhDARHYVR IO T 4 —2 IR ICBPFEFI/0/—LDTORY
I3 vV WBLU (W—1) KEALRIGIKDWTHTRANPTH 5,
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TE# U DMP R~ ¥ % HRFHIAOHAIC DU T

E L FEFE e % Bkl
s wm B PR B —

(8 )

EXRUDMPRE~ v 2 BEKHFMPAD primary cultureiT 310 5 s & TOMRIEICE
WT. BEAETEENEEIR SN S » T U LiEEdhic IO ELa 7o #fao oK n]
B.5hf-f-Hic. Secondary culture 2HML. F 1. TOODOREBHEHDO I HORRELES
10

(H *)

Ce BL /6 TR=9R (247 A9 KBHBEMiH ©20% BHKIEAK 2 ~ 3 HHOMAR%Z
OHL. 0.125 % Trypsin T, 0~ 4 °C24B5M, ML L 7o W@ Medium=199
70%. EIM#20%. CEE10% Tigsifid 3 ~4 B LiiTiiv, 02 % Gelatin 23— b ¥+
—L. XRTIRATF v 7 = b ETHEE L. $ENMREAIEEIESIHIEMC (# Fa
FvAVYy) MEBEERLI.

R -5 5

MBILI0TT / & + — LOEIE WV THIAS., RRENIMIESRA YT 5 OB EERE L
T passage A< DBEL1ETAHT~BEBECOVTHRLTLE 7o FLMCARDES
LEKEIMEELTLE 1o RPOBENLEZRRD SNLEH -1

Ll FoHiA 5. Primary culture i HE L - feFOEL O - AL A RERIa O » E 5 H»
ZO4Ka% Sellect LT Secondary culture % FER 7 HEFIOE N HEaREIIHBRL S -
Fro THMCMER% LRI RECHBIDZEEI & - fobs. #IRE DD 2REIIS SFHK
Ltze &1, BULBWHITIZS 545, Primary culture thod FOELNHIfAEFZ & 5IC
Sellect L. Secondary culture i EBWTHERZEMEDI,

21 Trypsin (%) |@RE(O)] F51 i
IR b ) /S Y B R BRI 0125  |4~io| 24 | 1 |1x10
I THE. BiEiR 5 LA L 0.125 20~2%| 1 |2~3]7x10°
. 0.125 30 | 1 |2~3]2~3x10]

0.25 4~10| 24 1 [7~8%10°
0.25 20~25| 1 |2~3|1x10°
0.25 30 1 |2~3]1x10°
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1. ] 2.

Primary Culture Medium Secondary culture Medium
Medium - 199 70% Medivm - 99 75 ~ 18 %
Horse serum 20% Horse serum 20 %
CEE (B%#11 1 184 10% CEE 2 ~ 5%

E FBXUT v MEEEEHIRICI T B e RABERICBE 3 A 5T

SARTRFEFE=A /AN ST 4
SARTRFEEFEELZ
e # W\ %
Mo — BB

a

S
S
=

(8 B

LU INFTTEELTDMP =9 RIDWT, HilsRMRELE; 7YVa—-4,vhrt)
=% (Ph) . 2LT7Fv*%+—+ (CK) . TVFI—+ (ALD) BLUELE v+
F—+ (PK) iI2\WT, ZOHERAIT AV ¥4 L6y — VAR L LT, MSiEES KL
DB, EITEHOMBEEOREE LOMFERBLTE ), —H, BADE RSN
DREBMIICOWT, LEEHFRNBERD T4 V¥4 Lxs— vipd, BEEERDSLEEEH
EL. TOREGERRLTOEHESDERAL TE% 2. BUEIERLO RERIICHED
REEDEZEMAEFMTH LR —DDHE s FEELTHV O, BIREBOEALRAA LN
TW3D, OGS, EEMEBEENDAIE ST, B (RN, £(L¥EH) kb, &o
BERBL. HMELTW26DTH2000EEKE S, bhibhd Roelofs Bt CKE. Va-
nderbilt K%¥) LDt b EEHEMIIK DO TOREIFATS 2. FEFMICIE myotube #5FE
BTH-1b, BEBETHRRATAVFA L (HE) ORARBLERATH 1 20T
SEIDMPASBA B IO FHERLE LT, bhbhBL T » F BRGSO s
EL. EEMNZEI ( myoblast 2»5 myotube ) ISP h . CKLBEDHETA YV 4 LD
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RBEREA LSS S, ELFEBERIC GRATA e, SMEL 7o FMfan i B4 RS 1,

(A %)

JERIT~18HED S D7 » b ORARD & KBEBAHWEMYI L. Dulbecco @ Mgt Catt %
ZPBSHERTH) 7y V%, 1 X108/~ +— U#ifax Eagle ®MEM (HK&ZK)
NI b RT by (100mg/2) . EEVEE (110m /L) EEEIMA, & SII0BF4MmiE
AINA 735 GRIEM EMEEH) thT, 5% CO,. 95 % 25k, 37TCTHEEL. 2 BRICE
1E, Z0#%EHERIREITIE - 7o,

K35 1544~ 48E5 ] THIRIERA ( cell fusion ) A3BHES. 6 ~7 HT myotube HSE{&kE7LD
BRONEOBEINS LIS~ t, LEBBERO T A V¥4 AORHTEHIHRICED 1. 1]
DRERICKI07 O LMK D >~ + — L ESE, A L1,

(% 2)

E IS EMEIC OV T . Roelofs itk BAOMmERBEELSERTESAL
BoEFMIE., EEMICEITED 7 v b EEEARICS SN SREI myotube DHELS
DTH-7HY I, RLCRTLICREADHBRNT AV Y1 2514 5BROEERIIED
TEpo7e 72720, HRP h ZRZHICRIBL TV S 6D EAEN S Mcardle fREHET
TRAERSE & 0 SRBIEO HHHRICEHOEREER LS, RALTO30RBARTS -
1220 ZDHDFITDOWTSH, Limb- Girdle £ DMP BHHROMICCKOBB (A ; f4
FERAD LBCLBOMBBLIUFPhOFF (JARA) LFL (FFETEOLL ENTY
v b)) DEERINICBELS 74 9 M- Tl bHEEMEETIE myotube DEIMICLES
BT A VA4 LOREBHBBDTED - 2o

7 v b ERBHEFEMREICOWT; bbb BESEIORRTT A V41 LORFICAW I El
BE LIRT & Hie, 7 MERBOPRIEEMKE; 2HH0D myoblast &HMAELA L T,
ZRALL I BOEERT HHO myotube THY. MEE LT, HffifatBhicss s h. #R
EHELTHRILEN/A T » +D fibroblast (8 HH) M\ 1. MfERLA L TEEALT B gtk
Ph, CK. ALD X EFO2iEHHERICHMT A LRI TRELDHENH 5. ThoDfE
HDTAVHFA Ly —ETHEEUBSERDE D, K LIRLUAEERKTO. 3EOM
BFDCKTAYHFA LDy — VK2R 2L DT, myoblast Tid fibroblast &
THLIL TV 355, myoblast 25 myotube iIK53H{bd 3 Lick b, HFEHOFRL FRic
v, HE (MM) ORBIEMTH S LRSI L.

Ph icoWTsd, FF (JBRA) L L (FHEMUE,; BEIFRAB_ORER) t-T
myotube 725 &, MM (BiED) HEkicis 3 EBMMIiTHd 24585k (Ab) Itk3
WX PEWAERB TR SN (K3) 72/°L. PhOMMEIE. CK OMMIcH L T, %8
HIMOBEA BN BHIAICSH B T &5, myotube HIEHOBMARETHS C LD SRBIN
1o, SRICERIN/IRBTH 5,
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PDiks XU ZDMOk#HIc L0, CK . Ph 5 EOERITT 4 v ¥4 4 GH%) o %8111 .
fusion IZf£5 myotube D FEBI & EHAC ML TV 3 2 & AsTEA I N1

£ 1. FMixOWMERBAD SRR L B0 £ OB 25Vl

Enzyme slyc Creatine Aldolase Pyruvate
SamN phosphorylase kinase kinase

munits/mg munits/mg munits/mg units/mg
Human adult skeletal muscle 1,213 77,080 1,104 17.20
Human newborn skel. muscle 197 27,452 230 7.09
Human fetal(5M) skel. muscle 49 .4 4,720 1310..5 1.97
M.M.* McArdle(biopsy) 1.47 46,050 793.6 21.70
Muscle cells cultured from
2 6 R.F. Normal 251573 201.3 40.8 4.946
2 J:T.G. Normal 10.54 326.5 6.7C 2.80
3 M.M. McArdle 16.80 36.63 9.15 2.43
4 W.M. Spinal muscular 17.80 81.34 3.22 3.080
atrophy
S 5.8 Limb-Girdle 9.88 400.7 26.63 4.86
6 b o 555 69.49 14.34 3.20
7 J.S. o 13.82 49.79 11,75 3.76
8 6K L 17.94 79.97 3.40 3.990

K1. 7947 LN 68
Mk, ERE ) . S M. R GED

7 v GYREEER D © D FCRE %
mmﬂﬂﬂﬁ& §5% ( 100 x )

i

Fibroblast }‘lé'()f)last Myotube
(8days) (2days) (7days)
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2. 7877 LN 68
bk, ol (i) o AJE ML, Vel (BD

C KR 7 ViKY e 2 mmeeen
*OWICHERTEYES. 1%  pibroblast

OB EEFMBEANOHIE  *(0 58mu) ! 20
o OREAERT.
gzoblast :
*(0.770) ¥ o
Myotube .
*(8.54nU) ; ‘g o8>
Fetal 1 |
Muscle : i
(20days) MM Mz BB
X 3. 78477 LN 68
Fak, £ () . AJE. ML, &8 (D
Pho&xrY72 )73 F Fibroblast Myoblast Myotube
rovESkE). Ab to MM
(RN 4 5 Fr S buA) i
ZXBRNCINA B (+ D1} LL !
&) FL s s MM
l]- (<] ) ) " e
I TG R, .
+ :
Ab to MM + - + - +
Activ. 10 .68 17 .96 22 .02
(mi)/mg)

(& 2)

PiE. 79 PIEHEI» S Tldd 505, b L HfanisEs 30 5 5 CK. PhofH% 7 4
VA LOBBRITFEBZMED myotube DREBAVTRETH 7o CHOHDRE, L0DFTH
5 DEEFD LIEYEDS myoblast @ fusion 1CfE-> TEIICHINT 3 T &id, ¢ TIOBHEIES
NTVWBEIATHBEN, T4 VA LOFHICELD, myoblast DEWEAIA S myotube @
FBINOZEWA . HfaD MEOfEEE LRI Ll3HiLVksEEZL S, HF. &6
ICHHRRHEN E ML L T B TO LB RAIBERDEEPT 1 Y 1 Xy — v D& L%
KN TH 5, FHEICEBEFEEZHOVT, EE~Y 2BIUOHKNEDMP =7 2D &
MRIC OWTEIT A 305 HTH 5.

b MEEEEMA T, myotube DBEDERINTWIDICELhH LT, BDTLEDH
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BT 494 4 UKL e D3, BER-SSCRETARELLK, ZHahid
oD, TLREHLOERIEIDBONAANOIERBHTH -1 L LELETHAS
. TEHW (=9 F), YR, T ) OFEHMBERRE-T, b MEEREEBETIR
SHEBREDRBUC, LDBLVEBREHSLEROLHRNIL L, DL Lide FODMPH;
15 SRS BIBAIIE, ERNBHEEH TRIMICA 3D TS5 E b

(% & B)

B4t HRBBEE» SOEHMMIIE myotube DFERKMH D, FRENICIMEL TS
EARINLIL SO 5T, Ph. CK. ALD. PK S EDOHERIEERIITEESEBD TEL
Ph.CK OFFRIT A ¥V #4 L3R LORBEL TO ot 28Ty 7 v FBESD S my-
oblast =54 L. Eagle ®3{tMEMIEHITHEZ L. myotube ~53bd 2852 . Ph.CK
DT AV H 4 LORfEBTIKEN., REFENCITE ~Tco TOER, COZO0O/EHICD
&. myoblastTIRIEREID A TH 5 15, MERSICHEVERSREBE L, myotube DML & b
i, BRIERSFRICHEIML. BREL SHUANEBIEEROERLBE T 5T EHRBINI,
W->T. THUSBRDOT A VY1 LNy — v OELRCEA I EOfhIC, EALENIE MDD
BERD B EhmEShic, 4%, < U R, £ b EEEMAIIIC SEBELSFEAIGA LT,

AHFTIIBISIEE SR HAEFSBE AH) TREShKL ). b MHEREEER
WicBFZEid Roelofs {1 CKE Vanderbilt X) EDBEIFETH 30

(x %)
1. Kitahara, K., Imai, F., Takaya, S., Sato, K. Biochim. Biophys. Acta, 500, 256
— 266 (1977).
2. Sato, K., Imai, F., Hatayama, I., Roelofs, R.I. Biochem. Biophys. Res. Co-
-mmun., 78,663 — 668 ( 1977.)
3. Roelofs, R.I., Engel, W. K., Chuvin, P.B. Science, 177,795 — 797 ( 1972 ).
4. EBRER, SHET, ML—8S, JUFEEX, BEAHO0EREERRE, #THHYR o7
—IEDRKRA & B EICE T A ERMBIT.
RIS 1R FER R MEE. 273 — 274 H (HEFIS524F) o
5 SHEF, ML—B, EER, EBEBXE, Roelofs, R.I. 41{t%, 50 (9) (55168
FEALESREWES) 64T H (1978),
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EIRRIC BT 3T F A2 ) ) 72 —DEK

E3hyA =2 T3l e s o

R H B & B B
TEREFHBIFE B

BB hRT 1§ H 1%

YR D7 4 — RIEREE AT 2 RBOIRE LT, 82K in vitro TOMERHESIC
DVWTHREIT->TELM D, SEIG. WEHESBOBMRECEETSTFra) v
74— ( ACRRIIEDWTHRE L. BiYVR Mo 7 4 —ORIEBKICHL T, HADESE
DIFERDD, H5VREROKREOFBIC LI ZRABEDL LN D T EBHEROHTSH -
1S, BEDWL 2hOWER. HRBEDORETHLHFERL TS 3, €T TRAIZ.AC
hR &5, HEREOBERBRICEETRAYROEAERAT, TOREZRIN T 55 E
CT. YR o7 —RIEBEBRAORHDZFL S E Lo

AR T, MM ED AChR DK L Z DBEEM S 1T 4, MIAPIO AChR D ARAEH
LHEAD & DABDEREE B LENDH B OIS, AChR DM faAREERICBLT
#®it Lz,

Fambrough and Devreotes {2, ¥E%fi#kaT. AChR iIKHRIICFEA$ 5 @ — Bungaroto-
xin (BTX) % PI TE#HL, A—+53 V4757 4+ —%iT>C &Ik -»T AChR DOMifaRN
ARBAABRI L., HifcicERShi: AChR ManvPHEBIKENSZ EARELI. L
L. SEBGAIMIC I R A Mo bk 15 < . Mifa®RE® AChR . in vivo OB#RHEL
ROMPELEKICAHL TV S, 2 TEARRR. MEHBESHRIHRHORELE & bt
LTW< in vivo RBWTZOREEFER L. S oI, MR TESR s/ AChR 75,
HERGEARICEDLSKBEL TV RIS EEHNE L,

(5 &) :

SER11E. 158, 198 BREEH4 2 %/°7 kv LT e FREER. IERKEP T T,
B AChR %R d 57-%icid. MEARED AChR 2EEFOBTX Tk -~k &<
B, =Y THIEBICR A ST B, IROVT, BBK InlcDX 0.1 — 05080 ¥1-B
T X ( specific activity 10°Ci /me ) 2EBUHEDICHEREAL, TORBUEL(E-T
gamma- counter THIEH. BERABEEIREIT > . HYWIR ., Iiford L 4 ALAZ8MH.
W2 HAZHL. BEALEA{T-7. COLOIRRLTELA— I IFT T 7 40— K BERA
F. %33 gamma-counter D fIEIE. AChR iLEALTWBPI-BTX DA TS
—BFARIKAD ZOBRBBHEZE-> TbikbhTitE - bD, TUHLLERRIERIK
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L Bl%BATHS, Th#% total binding &9 %, AChR iTxtd 24556975 ¥ —BTX
BEEHB DT, FERAEEOAEHBILL, 2% total binding A SZELSIVT®
BENH B, ESRNEESR. &= VOUEER, BUERESRO BT XZH UV THIEA AChR
ABB o7tk PI-BTX B TERIETHE L0 FIENOBIEEHE MO/ THERIC KD,

BT X® AChRND#EA T | B CHIMICGET B MBS E 18- D T, BT XIEiE~D
B TXT I E L,

(# 2)

iakmmed AChR iKBAL THRBELV SNV TA - 94T 74— 422 £ VAHOES 1 ¢
DU TITH &, WIPNHOEEHICE T, SHKFO spot RKOEESHA SN, ThidM
HmaiiBbn s, S oICHMREESKICER T UMD 3H LTV (K1) Thid,
C DI $ 12 HENTS VD T, extrajunctional receptor S EVHFIET B0 TH 5B,
INEFEBOBTXAMVT, MlEED AChR 2¥BE - 1%, MBAEICRE i, 51—
BTXTHELA -7 V94777 4—%4T5 &, spot RDBPRTOES DI3H SN, B
FHEL2EISHOBRTFEIHLTASLND (K2.3) o Thid total binding %R LTW
%o [Elkkic LT, #ifa AChR iZxtd B IERRIFEEEF N5 &, total binding DEEE
WD, MEELKICBHFE3HLTH 505,

BHLVNAVTDA— I PAT 774 —-%1THE. H4CRSN B L S iciifEaN AChR i
LB TFOMIENIEH LB RONE, ZHS5OMATId. BIRD L Sic, AChR iextd 245
RSB LD bD L, FEFEREBI LD D EHmEBRBEL TV S, ENHERIEAIC
X35, RS SREOADMEEIT- R BERHUTA -+ I 91057 4 —%1T
> EHERS T2 MBS 5, B TOHBESAE S CHERE 45 SRS E
LTBBRECHOS»EDIIR, T JEEB LT multivesicular body (K6.) LK TFTh
548, N5.HONBBRLEEHTHBONL IV IHR FOBRFER LIz, BEdLUHEE
HEICROh MW FRIFFROZETH 5, ST, Hl/Mak Licidiz LALBERS O
18 -7,

RICHZHESH EMIZA AChR JERRAL & DRIZRE M B 1-0ic, 198 BRESHE &%
AOTHELAbDIRA— 794757 4 —%iT-1. R3IGRLIZE S, HilBA AChR
KEBHKTIR. BEMEDOLRICOI - TRITYFIFHL TV T, LT —TRTHETD
FEPRIGEVWEVLS T EEED T,
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X 1.2.
FEIN11 1] RS LAY
i O KW
(i #fa i OAChR
(2 FM N H D AChR
x 21

(X 3.
BEI19 H B TRIAAT
fi. #ARIANACHR
x 140
XizWdh b Atsu-
mi & Fambrough
4§y LD,

X 4.
FEON11 H EBAAATILTY
O, HAaX
AChR, = Vi
FOMK - E, FR
It eI L B,

G : TN UkE
N ¥

M : IR HE
x 10,000

X 5.
BlOMEEKICE T BT
WOEE (G) o
$RKIf-- x 23,000

X 6.
multivesicular body
(MV) Licdohn
BRI x 12,000

a2
s T
o . e - 5
. . Yty
WA A e e i e 4T
- : s e .
b e 5 RPN @"{
> oy e o Yo
1 = % 5
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(& £)

COFRDP S, ACHR 3 in vivo OHIW TS I SRR EK THRATICHITN S T &
BHESN S, L Law V%3 EOSNFABRNEE TH 5 T L E2HBEICRT 0icid,
BUHEEDOLEHHOE Y9 - V2258 L T, SARANSELOSRKNTORERZ., ISR
HIFESI OV THORIED T LETV. SN TORERMICHERI T 48NS 5, BHAK
s &Fu‘i:’?ﬁleiéoJlﬂH@/J\ﬂ@ﬁff‘ﬁgZ>o C ORER THE/MUKICGHRF o RO S hish
S EHHELTR., Zo0uERNSEL NS, —DRYFE=Vida LR F o -/ VEE
MEEDOBICIESHE IV E LI HENDH D 9. HE/MIKICALBS O T WAREH TH 5,
b —2R, FHETHV ShicHEIE, AChR 3 FDOERERD > BB T X#EAkEEE > &
QR >THhoLELpRIETERVD T, Mk TR, 72 AChR 5 FHKZEKTB
TXEAREEZF > TORLAFEH TH S, AChR BEEAHTHAZ EHMMSNTHY 6. M
HOEEAE TR, BEDOKRIKOBHIEKICBIT 5 glycosyl transferase (3. Tv U3EE
RHBLEBRESN TS D, ®->T. T VEBICEIFS AChRRIZ. BHEATE L TIRIE
RSN, BTXHEBHEEZE -~TW5 EH#fEE &N S, multivesicular body iZH 3 58k Fic
PLTR. CONSEGIKIBERERFD/MILHETECLETBRTIREIHHEDT
AChR O degradati on B L TW A HJREMEMEZ S B,

MAIA AChR B . RUVEMDO 2 RICOHI » THIRHEICR Sh. BRI S FO B
HBELCRHVDEV ST LRBEL 7D T, AN TEVEBA S S #HEHESHE T AChR #
BIINDENI T LERNEIEITH D, HEHANDE D AChR 3. DI O MR ic &
BhTwaE:Bbhss, RALHHTIE extrajunctional receptor &5 D3I E AL
RonZnwo T, EidhTE/ AChR BEEIMARAThTIKIDOUTLES>DD, FHaw
VEREALG LM TEDLHIKBIIN I NS EEHIRFAT IAENSH B,

(x )

1. Shimada, Y. and Fischman D. A. ! Morphological and physiological evidence
for the development of functional neuromuscular junctions in vitro. Develop. Biol
31 I 200 — 225, 1973.

2. Linkhart, T. A., Yee, G. W. and Wilson, B. W. : Myogenic defect in muscular
dystrophy of the chicken. Develop. Biol . 48 : 447 — 457, 1976.

3. Fambrough, D. M. and Devreotes , P.N. : Newly synthesized acetylcholine recept-
ors are located in the Golgi apparatus. J. Cell Biol. 76 : 237 — 244, 1978.

4. Atsumi,S. and Fambrough D. M. ! Intracellular synthesis of acetylcholine
receptors receptors in the latissimus dorsi muscle in the chick embryo. in prepa-
ration.

5. Ohtsuki, I., Manzi, R. M., Palade, G. E. and Jamieson J. D. : Entry of
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macromolecular tracers into cells fixed with low concentrations of aldehydes. J.
Microsc . Biol. Cell. 31 © 119 — 126, 1978.

6. Fambrough, D. M. : Control of acetylcholine receptors in skeletal muscle. Phys-
iol . Rev. in press. 1979.

7. Schachter, H., Jabbal,I., Hudgin, R. L. and pinteric L. ! Intracellular localiz-
ation of liver sugar nucleotide glycoprotein glycosyltransferases in a Golgi-rich
fraction. J. Biol . Chem. 245 : 1090 — 1100, 1970.

8. Friend, D.S. and Farquhar M. G. : Functions of coated vesicles during protein

absorption in the rat vas defferens. J. Cell Biol. 35 : 357 — 376, 1976.

5 DR MBI 3 1) 2 B O IR E I RBER DO RE
(#5ic Duchenne Bl O = b a7 4 —fED
ME7TF=L—FrFF—ET4 V¥4 LICDNT)

ERAFEFTEEAR ¥ & t i
BRRFERFRELFS 2

B H K & i S S
ERARFEFR LS

& H =2 % & &

(8 9)

b bETHR YR P07 4 —fE ( Duchenne ) it B0} AL HEDO —DIIIEFEE M HHE
BARELELISVEESY VX0V BEORBBEDONE L ETH b, 2D Kubys ) IIAIE
BRHIVTFVFF—ETAVFL adbic, BT A VYA 65 BH Ui, BIRVERERD
BHGHTORET 1 V¥4 L 3 TFEEABFICH O hOREREBFIC DU B EYFENT
DD OEESFEESNS, CORMICEZ B0ic, BEBERTOR Y 2R BERZHICESH
1o ME% MR HERHICHE > TMRCBH S I N 5 HEBOIBARBRER LT 7=V R
s U4 F FRAZEELISECATREED TE . SRBKBAROTT=Y2 2 VA FF
F=-NVOEEICEE G 3T F =V — b3+ — ¥ I EEECMBATOFHELBRT I ELickD
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AIEIC B 1) B T DRELD VIRBHTE YD/ T, PRHEDOHREE L TO/THIED S [iels &
RGN, D) BEAEEE. (D TA v AL~y —v (D BRI E
DNTHREERA, 2.30HILD SRNELGICDTH!NT 5,

(5 &)

. 7F=v— & - €ilvERIE

(1) RSO YIIERE S © Vo

( MgATP?™ + AMP?" — MgADP!" + ADP3" ) wooovveeee (1)

FRIGRAINC b EFXRRFT ) —LEVEVRE (PEP) | SLEEBIKSEES. Ee
¥+ — ¥ IAFRIC cary €7V 219 HECHERIET 2V, 30°C, 340 nm K50 5,
NADHOWNEDOHDL LD | HHUDDOATPRHL0EEATIILI (1229 b =
A %@= umole ATP #if%)

BUG# (1.0 ml, % = 0.18) ML Fitai L7
10 mM Tris (CI" ), pH 74 at 25°C
150 mM NaCl
5 mM DTE
0.1 mM EDTA
0.25 mM PEP (but 4 mM for the muscle enzyme )
20 -mM KCI
0.5 my ML bovine serum albumin
1 mM MgCl,
0.2 mM NADH
.20 units of lactate dehydrogenase
10 units of pyruvate Kinase

plus varying and calculated amounts of MgAc,, AMP, and ATP,
(I FRIGOYERERSE © Vol

( MgADP!- + ADP® — MgATP? + AMPZ" ) «roveeeeee K(2)

BRIGRR2IcbETE IV -2, ~FVFF -, Tva—-2—6 1) YBEERKKEER
JefE Fic. NADPY @ 340 nm 2513 3RHDOHME D 30T, 1 HRIHD D ATP 04
BIRERIT (1a=y b = LOD30  ymoie ATP/ER) L7 RIGHE (10 ml,
% = 0.17 YHIERIBEITFIC/;R L,

10 mM Tris (Cl).pH 74at 25°C
150 mM NaCl
4 mM DTE

6.6 mM Glucose
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0.67mM NADP*
0.5m¢ / ML bovine serum albumine
ImM MgCl,
0.1 mM EDTA
10 units of hexokinase

_ 5 units of glucose 6 — phosphate dehydrogenase

plus varying and calculated amounts of MgAc, and ADPo
2. THO—RFVEKKE -

TLABIMEF10mM Y FA Y Y b —sv, 0.1 mM EDTA BT ul 21 %7 Ao
— 2@/ IV (2—=v 785 % afE, 0035 % EDTA (3f7) iy v 7Y v 7 LT, 9
V. 05 A. 25C CA53MIkE L, iEHREIE shaw 5 9 DFEEICIK > 72,

(BRESLUEZE)

. Mmi%77=v—bFF+—C7EEM:

BRZIHCIRME. B LD MESHETV. —20CIausRFER. MRICOEEREZTT
S, MLiH SRS EDiT, ERN 2 ~54F D RULAGUIEHS TIERIGHEE 2 10~45"mu
/Min /ML iﬁﬁ[ﬁ@%nii 8 ~40 mu /Min /ML T& 5Dt L. Duchenne RO Aifjx
530~ 250 mu /Min /ML O &EfEAA S, U bREO zh & ik U TAIE I Fr 52
DEWT E DTSNz, Kugelberg- Wallender 750 2 FID @l 3 5 HROBKRESNE Ed 5
D EDBEINC & 3 RMIRELEOREETETE V. FHRED 1 flic2WTH S LiGYEE
. BRIEEEO LT »7z. autosomal dominant LT recessive IKETHMDOH IR b o
7 4 —fE. BHHEZOMORAUKEICH > TREEZIEEHMTH ~ 7.

EORRMFBRZOBARGVEREA 2T 50 T, 4k, RINKERIKICX D 2zt
LCHlEd 3 TRMSUETH 5, MGHOABREEOMMEIAELEDE S | DORIES
Z25bDEEZON S,

2. THo—-RFNVERKE N -V

FFU— b dF—ET A4V HA LOFERT TIRASN TV S 2 45, SRIDKRRDFER,
EHRAL b, FRIER. SHIREUEHEHL S CICFEER 0 ek TR 2. iBRgicR L
EOICHEDT A V¥4 LRSI, & Db Duchenne BOMFEDAH. FFEERIC—H
LIz T4 Y H4 LOEEDSRERS W, CORFRTA Y4 20K ZRAELKIC 2D
HIlA 52 3 5D T, RIENID SEFHMIC X 8L BR LIV, AEBFOFFUCOVTH
REERB TV B0, ABRREHHEEESELEREODHT, FRTA VA LOFERES
REAE T, RIMERRERERBETETL, BRO TR ERH LB —-TH 7o
3. hREKI/—AELE VEICK B -

cytoplasmic JRIZED FHERIEEHIZ10 mM D PEP ic & » THEASHE SN 1E A5, mitoch-
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ondria RIFEDRFBEFR D ERUGIE PEP It kD3I &EN3 ( Ki = 2~6 x 1003 M) 3,
B3R Lok DiCiER £ MM, RINER. FHEHRBERIE 5 mM @ PEP iKkVfiEsh
BWH BFE 5 TIC Duchenne BIDMEEERIGMAFT S N/ze CDHFIE  Duchenne RIfig
KHRTET7A VYA LHBFRTHEC EA2RETE2—DDIMEEZ SN 5,
4. Ellman HZEEORIGH :

1972 #E. schirmer & 7 3#E&ME MERHBRIC2HDFA -V EOBELESHED. T
- N5 F A4 —wEIE P— hydroxymercuribenzoate & % M i, Ellman 3% ( DTNB : 55’
— dithiobis- ( 2 — nitrobenzoate ) )} &ERIGL T5E2KRKET 30, HEBEEDZHIZLL
insensitive T#$# % &, &5iC Duchenne BIEHAIEE#IZ DTNB MK b K50 % D &t
BREFSN BT LD S Duchenne BIFHKENICIFRIBROGELES#A Lo 22T DTNB
DEBRICH T DHEESLI LA, RAICRT LI ICFERIE 05mM THHESN T,
Duchenne RM#AREHIT 0.3 mMDTNB THOE0ZDHENSR SHIzIT T X0, EFMME.
RIMER. BEEHH7E 5V Duchenne BIFRIMIREER Tid 0.1 mMDTNB T80ZR{LD i thic
FRIT A VY4 LOFEEZTFHTT 5 —20HEERET S 5D EEZI NS,

PETF=v—t+F—¥T4 V%4 £i3, Duchenne BAIEDRKAER T3 L CREHRS
YRYBEFA - NVEORENERATE EBNABTRAREE VL B,
5. BhJIERRNT

TT=b- b FF-CREREREG. U YERB. Pt T MgATP? & AMP %, %
7o MgADP '~ & ADP 3~ LORIDRUGEAMEL, ARSI Mg +L— bR 7 LA F FISS U
FU= bR VAFFREICHET 35D 2 >DOBBEESWMOEEL 0. ZORIGKFER
randome quasi-equilibrium type D¥EFICL BT EDHBRAL T3 3 45, E patkHZHOWT
5 Kinetic parameter ORERIAZIT-THEOOEREE LIt &0, £ FEED
ZNOoRBEOMBERRE. FY vBHEOZTNER—DA — 5~ Th - 755, Duchenne EIi%
BE#IE MgATP? . AMP* ittt 4 Bknfl3EROZhD 245K &<, $/-2ADPHEE (A
DPy) 220 THH L 7cknfll b REIBD Hila 43828 Sh7z. Duchenne B [iE R D B HkNHE
DERBMEOBE LOERSEVREDLS KT A V¥4 AYFHOKELTEL T 5,
WA Y Y BBMRNA LR TS 3BELOHEERIC VT, ATk FY v B55
BEZ ( 1Ab: 2Ag, Kd =38 x100 "M )50 & M RMIBERA DS L. RS 1o
CRIBLIBNZ L 0 SR BEROBIE LDOERBTRESNTED. ChSLTA V¥4 LORHE
k% tool & LKIEEDORLH. FRYUE carrier RE~NOEHALSTIICHSETE 5, —
BICEBHMERAIZRERGTY 75/ vV 6 ) vBIKEDBAES NS (Ki=5 x10°
M) 845, —HREERO TNREBEOHMES 6759 Ki ffid5 x 107 M 8. Duchenne
BMEBRICOVWTOIOOREAT F 0V EORIEHDOHEINUETH S, 7 cytoplasmic
FEBRBBEFROFRIED Vmax @ ERIGO L VA%<, —F mitochondria E7ENFEE
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FZOERIGED Vmax BERIEDZNLDAKEVD T, BELRCTIBZOLBHIERIGR
WBHLLENEZOND, DEVHRMBHIATPESFIT 2 vF—{itihic. $/itD
ZHIZAD PARIC L DR ) v B~ BTTHK /B T 5 < IR RIICR RIS BER D
conformation D RENEZ LN B é;-?b!t’o\ Duchenne & D MEEEHED SHER L THRETK
BT 4 Y ¥4 LOEENHEBAT 7=V 27 LA F F7— VOTHICAS HEBES
ZBTENIDMBEL B, COFBTA VY4 LOHBRIZISICDNAVAVTORTE E L THK
W7 & DBIE T Sh B~ S BEFOIED 1 D& 55 C EBEL SN, BFC® Duchen-
ne BUCHBULILRETA VA1 L2038 RS TED . oI ZORBERILFEN. B
B LFN), ¥ VoGRS S U LSRR S it Lict,

L '})’ ) Serum Adenylate Kinase(mU/ml/min)
Q
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X 2.

X 3.

Normal

(=) | +)

Serum OH I
Muscle 140
Liver [l :

Erythrocyte Jﬂ l

Duchenne type

Serum ﬁ . ,
Nosrmcll

— erum
?OO o {Erythrocyte
' g Muscle
@ Normal
% Liver
wj Duchenne type
s 90T Serum Y
>
g
o)
D
x
0 1 2 3 4 5

PEP (x10'M)
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(X 4.

100k —A A A

5 Normal Liver
>
~
=
O o
g0
owé 50
£ Duchenne type Serum
.62 .
£8 L
g > Normal Erythrocyte
\°§ Nosrmal Duchenne type Erythrocyte
5 .

erum | : . Normal Muscle

4
- DTNB (x10°M)
#1.

Normal Duchennetype |Normal Duchenne type|Normal Normal

Serum Serum ErythrocytejErythrocyte Liver Muscle
Knm MgATP2- 2.6 x107°n[4.9 x10>  [5.0 x107° [6.3 x107°  |u.6 x107°|u.4 x107
Km AMp2- 6.7 107 |6.8 x107° 8.1 x107 [4.0 x10°°  [3.2 x107%|5.5 x107°
Knm aDPQ 2.7 x107% 16.3 x107*  |2.44x107* [4.6 x107*  [1.5 x107%{2.7 x107*

berined Ecull brium o
Ky (K mgarp2-) EMA = E +MA 2.0 x10°% 5.4 x107°[5.1 x107°
Ko (K amp2-) EEB=E+B 3.5 x10°°  |5.4 x107°{5.3 x107°
Ke(K app3-) EC=E+C 4.0 x100> 2.3 x107°|4.8 x107°
K;(K mgappl-) EMC = E + MC 1.3 x100%  [1.9 x107%1.9 x107°
yforward E.MA-B = E:MC:C 5.50>§102 1.08x10° [6.36x10°
(=55

yEeverse E-MC-C = E.MA.B 1.30x10°  [2.08x10% |7.50x10°

[ * Homade M. & Kuby,S.A., Arch. Biochem. Biophys., 190(2), pp.772—792 (1978) ]

(g & &)
1. Duchenne RLEITHERFY % b0 7 ¢ —(ERHMIFHICT 7= b — b FF— LEVEOHNZE
B,

2. Duchenne BIAMEMFHic PEP THESN, $/DTNBTHESAHOIFRT 1V F
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1A LDFEESXT Ho—- R VEKRKEIC L DAL,

3. Duchenne BIAFEMAEBEHRDOBETICHT Sl EFEDZHD 2 550 Lbin -7,

(x k)
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BOFREBIEICE T 521k
— BT R bu 7 4 —F F BT ABIERICONT —

BAKEFE—NH
B By + ¥ &
o o F % B E %
HoH b5

(B &)

TR Y R b 87 ¢ —EOREABIC HERO REIC OV COREHSTETH .,
T — system (3FHBEHICE W TEMGIC gk L/ BER THINGEME S L Th 5, fitto
FRERBHIR o7 4—F+Y (UFDy F4+VE8B) 2V, T — system DO HEAR
FHRELLEHSOMOBEEENELEBRT S EEBNE L.

(HFHEE LUFE)

MRS ISHBKE. L UITHEKE. Ftk1 7 H,. 8XU3SS¥Ho Dy ¥4~ ( Line
413) BXUa v bo—-wF+ 2 ( Line 412) 2l i, SEBEOME X VNG, EHoE
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