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HBHEEINTWS,
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LHRHEDBEINIH I At 07 4 —ENRENRER ERERFOBATH 50T, R
BT NTHEITHELALDOTLITRIX D 5%\,

HETIX, 46 A, WHTHREMICHRFENIRHZRDSICEL, HENEAEK
D& HimR 22,

"B R w7 4 —EDRIEBFICBET 2 BRI, % RD IR ICHIT TAR,
DEEFINEER, FrRNOIBIE BT 5D L WRE, EMNRR LI, 2)HOENE,
A, BHEDERBOTIRER), ST¥E, £ L TEENFHROMY, 3)FERERFNOER

Bl THERE, BEOIRENRR, TH3.

INHBARENKERHICH L TENEN]DBREEE, 2)EBIRE, 3)FERBILHR
EVZ B, ZORHRIE, o SBRBOFRIEFINICEKIL TS LNTIZ %L, AREA
LTERY, ZEBLEL TCHFEIHELIICENDEZLTHEERT.

HMEDEALIZ, EMBHENT —=25 LT1), 2)DMELZITVWiaHSH, PLLIEBLT
DOMALHEITENS & 5 BEHWL W,

UEDEBNTH2ZHY, T TICRES, BBRSHFEENH I X P 27 4 —ELSHIFETIL,
LIRS 512, EdRol), 2), DICHELT I LBbNEIMRET —~2—2FT 2BATHR
REELIREL 7.
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EREHFICER), DHPRAIo 74 —EXBIT2HNEEEFEE; a) #@IEECaf A+



>, b)E&E, Y74 MR, 580 DNA &8 & cell cycle, Hifgiini#EEy, )M
— B (WMERBER) RIS LD IAF—, TH2.

L E 7, INLDI B, 1) E2)IFLHRIT TN TICMBDOEMRE HIFCE, KEEL
PEDLIFREN T —2L T 5 L ZEEICREL TS,

(sriaprsege)

FRBEQHRIZ, BIEL TEMNICRBENBD TEH LN TH- 2,

BEDWHFIE, BEFIRBREL D) HLVWES, HEUCBET 230 15(5 5, bW 5 distal
myopathies 10), 2)FnE4E 6, ZEiE - BE 15, MLVWHRFHE 5, IFELLV
CEE I A F—nRRICETELD 5, T0TH B,

EREZL2L, BCHFENKE L NBEFEEZERL 25T bN, /42, AFENICE
FMAICE2ICEHEL, TN TROPICHIRD IBEBEOERLZTA TS,

L b 5 distal myopathy :

# 2%, distal myopathy 2DV Tv» 24, sy Welander B & 5lic, AHTRRES
NEZRBOBHC AL 7 4 —EE LWV INERFAUHITREN, TnicxL, HEBHRT
EREREEZMHE ) W OHDEF & RRFIVBRES Lz, BBDLNOTIY, BIEEEL LB
BBO—DODERR Yy —2HEEIN, T2, FTHOPIZIE debrancher enzyme defi-
ciency *EFNHEAETH 2T L 2 BbE s LRI NL.

ZOWMAUCEWTIR, BPA P74 —fEE LT, BIE - BREDFEIL, AR
B, L CHRAB»ZDRIZITTHAITLNT VR EW) Z LHTED, TIENKIHE
CET2LDTHBY, B ALe 74 —EHSFOMEZEETL, ENCEHEALWLD
T, FRRHEICBITHIRELEREZL S,

BHOHAR :

$72, lofle U CHBRICBIL T, BHMgnZEH (opaque fiber 2 &) TR, Ca
HER~DREHRA, #FLTCANP, #7577 >, £) 7 F T LNEENER
SRBEROBRE L BHASBOBFEIBEEST O N THRHEAINTE R, REDEHRER
RRHRLEERADOMP~DHBOBF 2 e 2 HRBEN MBS RINDI I ETHS
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NTVW2BERBRNRMICL 3 34 9F— T3, RELKBOBGESHLHI2E DD
»5,

INLDHREDHR D LAENKRTHDENMLPNEHH, BMEOREFRERENS
ZLHHARFEE NG, AFRETIE, TNL ) LBEEZTHICE S TELL, ZToRIITE
ST, VERURESVNO R LREIFERE N2, BLROMEXRIZED
ICENLIEREL T, BENER, EB, BRENDLENEHS—REICL L3I ND T EDF
TFRIZN 5.
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AEE CRE1A) ORAHESETHOLHRENFREII LRDFREREEEZ T, K
DT ELERDLNT,

1. FFim, 2. BBBHOEAR 3. BEIE: 7o7 77—, 4. MEEhEEEIC & 3 B
EBEHOSE, 5. VbW 3 distal myopathies, 1)RifE.%, 2)rimmed vacuole & £ Ak
n¥ERME, 3)distal myopathy & debrancher enzyme,

(BHDI)

oAb e 74 —ENRRERERFORRBEBALBRE LT, SHREHIIBRICR
NENT7a—F%4T) L L HICEDEREERL T3, T LTLHRKIZE A, £
THE, HLOREDHRE L BMENFDL, BT TWBHTHIEN) I EHITES,
FHABREFIIHZ R b 97 4 —E BT 2 NOHREREMED SRR & BRI
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FETIE, a) BRUOBEBEFICELTIINTNOERERAH, BEEHITED, b) ZokHIC
BHBEORE, BOEEIFVEREN, ) HBRLLTERUNREHIEL S,

BIE, a) 32 TH, b) TRFHANEIEL, ) TLAHNRHIRIN TS,

(BIENTR & YHARIE)

Rz, RENKERNARAZ B L T2ERSVP LI, KRR, 1) BRHEWIC, BED
fEdK, FTROEEDI STLWEFARRKRENRR, 2) EBHNIC, Hotl, BE HEOBRFS
BB, #LTIhs28BLT, 3) DEBNIC, FENVRRORR, HEEHICHA LTSN TR
RTd2INDENZH, .

Bratu74—ENE I, RATHNKERIC L VHELEAICE, EHRBEOMRNETHKIZ
DESICHBEICIN LD LEDLNDZ DAY THE, SRR TIIZINZ LEERL TTY,
1) £2) DRTHEEICERZHT, 3) DHHNER2TNLEZBL TR EERIC, 2D
DOBFED L DOBDHREZED T B,

(FBEMEHCE T HTF—7)

LI CEEFLPITTCERLONOA» S, TvahW 3 distal myopathies, & TRRBHNFER), "H
BIEE 7T T—¥, 2 0B, ZLT, HLWwPE; 01, 2%mzi.

Fdistal myopathies; (ZBIL Tiz, #DHic, FERKEBOF LA L0744 —EZNLNLEN
BBIHH Y, Bz, vacuoles DFEET S LD TIE, HHBEN—DODEMAKR XS — 2 AR E N,
72, ZOHICIZEER/KRIE (debrancherdeficiency) 242 b DoH b4, ZHT—=ikiz ki
DIBEBEOFRDTRTIHFENTWS,

FTEBGOBEER,), "HEEL 70T T, & "HFE OT—~it, HRENEKE (opaque
fiber 7 &), CanBHMRNIANRYE, B0EBERE, HOBE, HEEGE/LPRE, «
Y, BEIZBEHAIN OO IEFENGHENERENLBENFNIN TG ELTE N HiT,
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DMP 0B BHOBEBRFICEL €, §EEREINZHERRICOVTNANS,
1. BERHoE4EHS

BHLIZT Y b TREHEYRE, Kb s 472 CRENEIENEIMEZRED, HEiETL
DENZIIEL 2. XHHEMRIE, ROETIMALIZ L2880, AObike7 20k
BH CHFHRYREBEONRIBI P AA— 7774 —i2 T, HEEMRNEELEZZH,

2. ERMNBBERAR

EHHLIE, Ty bV R=y, TENHA UEE, GHREERST DHRSOMRIHERF
DHEET, BHEEBREIEL ) b LWL, XPHLiE, B RBNEAIL cold injury #HFEE:
EBRT, BEBRES { 7Hbm:BN, HRESI#HWZ & 2Rz,

3. EFEEE

FRELI, Y ARG TEERKAKED CPK #EE% 320, Bl b fEnBY, &4TR
HENHbZ &ERLI, URBRLIE, B ABMRAN myoid cells THEFMBOEETER, R
4, Ach RBEIREZZOHT VY, HEMBOZRINHLIHS ABTE(ED S,

4. FERESEER .

#H oA, DMD %, MEHE2X—Fev2icBiElL, DMD & T, 2:BHIcBEGAEICH
WELPREL L,

5. HEEMIEOENLT7 A Y —

25513, DMD, SRMEFHR, MNEEOERKICT, HEEMBOMEIER CEOER, o
B, I Far P TS, MRELRELC, SRUEBRTHERICHML T2, DMD gT
I3, MIMERDATH B2 & %2R 7%,

PEED, 2R e 74 —ETIR, 2% L HEERRIEET 2, TOREBRICEYD
b HUReEDRE A N, 4%, HEEOVMBOBFERRZICEL CGEHILRE»UELEZ L b,
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1) BHEBIBERRU T ORE

DMD it 1T 25 EAFEICII CANP, #577y >, 2)r7uFT—Xi a7 vTT7—hs
EBEIICERAT2LDEBEEINS, ThoD7uTT—X¥arnt S klEL* L > THEAES
BT 2O REBRETNEAWTREL R, FEE LTiL, plasmocid 2 H#EZ v F D T AFHICHE
HL, HEANEEENBEEE LA, B2~ 3BMEcDMD tBWwIRLNEND LR
. opaque #R#EATHIAL, X, GBHA viptHa3 i, BERGOBEZANELEERNICRS &,
ZHICHLETD a-T 7 F =385 2 BB T CIOBIET L, 128 TIRA EHEXL 2ol
DEEBEAICHLELLE(HEELR, 2L ) L ZH0EER»CANP 2L 200, iWiZ AT 7
it ERET LS, EGTASWEFA—17u 7 7—HEATH S E-64-c LILicHE
542k, BRED a-T 7 F =2 DB ESEITIZ D % 0] & Lz,

WIC) VY —LBETHI AT 7V DEMEGARZANTAL E, 477 B&L, DidESH
3EEfLIE ERYT, o T a-T 7 F = DBRENELIZ CANP fERIC L 5 Z L ATA (TR S
s,

#77> B &L, Di348erRiiIc iz g ic¥mL, 3 BTE—7i0ET 5. ZoORMHZBIIEH
BHREORBE L —KLTWa &) VY —LBERNPTCREALEELROAL NS (S
77y B & L, -/ nzu=y—¥) EPVWEELERAL»EZLNLWE B7r X7 75—F
=) e ns, NEREFA—NMAT 74— ERLEE ERFALNT,

RCINLATF TV VRRUFNDA B 7 —DEE EADPHBHBEED ) VY —2ICHET S
D, FNEDLMGICBELZI/u 7 s —VICHETLDHARDLEICHT 7L BIkE AW,
BRFARETREL TA D EFERIICI/9 7 r—2DAICA LR, HARIREEIN L2772, X,
Sy MDD su 7 r—C 2 EHY) VYV — LKBERENE L BEHOBRIEE L 2 HEL 2,
BEANBBICHEVWE L FATAIBERIIA S LEI—2BRE27R 77— BV TLHWE
MERLE. UEOBERI 707 y—C0h T 7 HEELREZRL WL 2RELT
W2, NEEKIIDIIEHAKMERITHE 70~ Iy FEEBENIIRETR LT T
B & LigtEn LRIZALNT, AR L BEMAROMIMITIME S nz,

PDENBREEZBRIEL TAS & plasmocid i2 X 2 FBANGFRITS L L 2EBIcaTsns
EBbHns, BILE 1, plasmocid ic X D25 ( KEBEIFEES N, Mgt CanfAicLY
CANP 3 ML E NBESFR LTV EOER, 2T ZHDWMIL, «-7 7 F=> 0B R HIER
#Eo) disassembly 24 0 %,

BRI, VYV —AhT 7L VEIC L disassembly & - BIREHIIIERESHEE O D
BEHFBRIEICETT S, COBREALe /v 77— BAROAT TV Vv HEELBEL TS L
Ez L5, FBICRBEIBEROL) > 707 T—Ml5T5L8b0 s, Znk ) LHHEIR
%t { DMD 340 HEAGHOBEICLHTIRFEF I INELBEIND,



2) BHPRMRT 1 —LEDREE & EMER

A7 4 —EICBIT5MBER2#E 2 5 LT superoxide radical % peroxxde ok B4
JEEERET 5T — 2 v4c B R e 74— Dy F%>) BAHTEEENA TS, Dy F%
> (line413) BRUra > b o—v (lined12) HIRMFIC DOV TIEMEEENHICBIE T 2 superoxide
dismutase (Cu-Zn, Mn), catalase, glutathione peroxidase, glutathione reductase @) 5 > DEEE
PHMLEZRBEE-TRIELTAB E, 3> bo— A TIRANLEERE & RICITIZTFTL TEHRL T
WA, Dy F% 2 TRREBENEIMENHMN A TL { KEICHE ) BEOBRE{LD /v I -2 LB
EThole, LELREHBENLEHIBEBRTHI2ER1IABL VBRICBRERO LB A LN,
REMIICEERERORBEENTTHENS 5 Z EHEZ LMD, b DIEEREIIHEIE2
BT RENERLZ AU HHMBOBEREEL B2 3iEFrH ), FEIREEZERTZ2—
AT 7e—FLBbiLb,



AN BRI & 2 BiEEZE B DT

b S G
(REAREFER SRR —HY)

[B&Y)

FEMERREBOERB LD BRNL TIHRENZEZRMI B L, SN HEEEAOITE
THIRBEL, BMMCRELZL35-T, ERMICLFRALEETFIN T -722% SEEL
WRAELTRERESL, NELSEN TNV BICRNGRENHEAOMT21T) FEEEREL 20
T, FOFNHE, % L5NICEBRERICOWTEHNT 5.

HRRUHE]

(IFER & X% rimmed vacuole )& & #1 % distal myopathy (3 #]) & rimmed vacuole %
f#5 Kearns-Sayre SEfRERIUER (141), 7% 5 UFic nemalinemyopathy (4 #l), & ikesid
FrEtuis B 235U A T Gomori, ATPase o5 %47V, $:< 20~30pm E 2 Dk 2 —20C
RERSIT CHEEZRL, REERLOMEND L ICERERETICBNBREZUEBL 2. B—%
WHELERL T, 2V b2 bbb TRNEL, =4 7ot 72 SDS ¥ VERKEI R
O’Farrell 5 »F % modify L7z 2 KITESRKE)ICHL, BREXT-72.

()% 5 : Duchenne 2> 2 b w7 4 —fE (DMD) (128)) 205 & L, £HREZKeoRER S
12T, ERBEBSER RS TIC, bW 2 opaque fiber % single fiber & L C4rEEL, Laem-
mli A k) SDS ¥ VERKEN 21T - 7.

[ER)

(EIR S

® Rimmed vacuole # 9 2 SR M BRI A T, 1) BRICAZ 3 b0, i) PlrH
2nbo, i) BERLL{ELY LWL 3FEIETH -7, SDSERKEITIINR & B L T
STFRSSTNDEAIEML TE), HRMEICL > TERERRL» Twiz, 72, EBH® rimmed
vacuole 2 L Z WIRHET L ARDERYBH LN, TOBHRSFTELEELH 5 desmin
LEbh,

@ Nemaline myopathy it rod #5s 5 type I fiber (R(+)I) &, rod #%5H FEDH W
type II fiber (R(—)II) & IicHBL THBEEANTIN 21T 7255, E¥H type 1 fiber Tid
a-tropomyosin, myosin light chain (LC), troponin-C » #h i slow form 2Nz T4 R
o fast form LC,: 488 51, type I THZFNFh o fast form |2 slow LC,#%igE © 5 hybrid
pattern T® - 72, Nemalinemyopathy & R(+) 1 IZIEEE S type I LR vy —>TH Y, rod
HERNDBEARy MIEHLH-72. R(=)IITiz2/48T, LC,o slow - fast form o EH A0
ELTwk, 2, MZA4 7L L9FES.5F7 desmin & Bhi 3 band H5#5a L Twv72,
(2)NEF 5 : Opaque fiber (OF) 9#kfk, IEERWUBE LA T 2B HMRME (NF) 19&&KIc O

THBARET L7257, MRBEMICOF & LTE 62 LN 2HRHENKT0%I3 NF & L THiEER
BB, Y — > RUEHEEEANDTHRICEI L » 7258, #30% OF i myosin  light
chain #{3 U, actin ¥ { BES FEAD SR LR ERH D b iz, 7272, troponin-1-C i3
NF CLEFEIBOHTHETH), TOBMBICOWTERT LI LIZRETH -7,



€3 AR IIN 1))

(148 & : Rimmed vacuole # &4 5 §h#i# T desmin NHIWIMER A15EV> Z & 1, vacuole IS
BILS L CW AR R TRET 2 LD TH 5. Desmin 25fliiEE Lo v icHind 32 »REBRT
» 1, desmin MIIEFICOWTIRRSEREHIWUETH S, % 72 nemaline myopathy T3 FhE#AL
2EFT RS S type | O {LBRTHORE 2 ME L 72, HHERA EIXIEF L #h7 {, rod B3R
NDREZRy FLBDLNLL -2, FETIE type UDGHEIWEWS L T 30550, 4H
type 1N LC I BE2BHZ L ZREN L ) BYinEEH LN, type 1 Z{tH  type HRFIZ
9 2L INDTHHAREELEZEZ LN,

(2% 5 : DMD o &gfFica b5 s OF o—iz L » o iR EaNELEFLTEY, L
P LKE Y — > DEEED L, F0%{bic CANP ici{FE I N3 H 21ED protease HH 5L Tw 3
TEHHEENS, 2N 5 OF RHREEMEBRTEL 2 RNHRETH 2REIH N, 4
# 2 KTCERKBICL 2WERFOBITLEHTELRETLITETH 5.



v H W 3 distal myopathies
1) M 8B &

2 & K X
(R A B S HR B FF A AR PI )

vwhHW 3 distal myopathy i3 Gowers (1902) DRMIBICHEF 2EVERICL22b LT, RIZIC
ﬁ—3&ﬁ$%ﬁhmuﬁmﬁi6&W—ﬁ@3ﬁ$f$6 we—onIEalE, MEEME XL
LTRT I AF—T, BMORMEEEGERES, HREECZ 74—, SRBEHREE]
S D riRBELV, Lizhio TH—ERBEM L L To distal myopathy 3 4 ZRHFELT, &
Bty Lo “distalmyopathies” » I TH 2, REFH, BREVNFILRIMRY, MR, &
Ewmost, BITORE, BREFRICE, ThITOREFANFTLHRALZRAYDHY, <D
WESLINTER,

IS DWW 2 distal myopathies DT, AL TIE & (KU TOMBIRET E i,

1) EREASERERL Y 2 b v7 4 — (autosomal recessive distal muscular dystrophy) :
=8 (1974) k> TRIBEN2 DT, MOBKEEALPEIINEGH AR 74 —D—
EBMATY | CHALE Nz, BRBIDBRTICL D, BEOLHRENIHRASMHEERI N, FE
DEFERROERGERLERE, OBBMITRICHTY, bor b, BIIMELLYT
B s, OOtk ~208a IcRE, O®TET, HEMII TR, LARRIC R EETIE
%\, @OmiE CK s hEE~EEc LR, @nE CKEIFLW EAZRTRERTENLNL,
BE LA ERT~T o ETE) 2 BHEOE L EREY? H 5, OBHRERY A7 4 —ELT,
vacuole [313 & A EEb e\, = b D%, Welander B oy R EMERIR £ R TR R ERIR
# distal myopathy L L 13 L IR Y 5,

9) BEZ7 rimmed vacuoles & %\ i3 Ef A% %5 distal myopathies : = 1 5 DEFINHIZII,
HBOBRBMEPET W OrNEREYH L LBbNS, 2L, ZORBELLINIDCR
EBERER LW, SAVY —LRDLALPDRENTRIND,

3) #A{EE5%, oculopharyngeal dystrophy, oculopharyngodistal myopathy, debrancher
deficiency myopathy, ¢ DBEFELEHIN TV 5,



Rimmed vacuole & $#f AfkoiE &%

T R %=
(ERZEKFE IR AE N

vbH W 3 distal myopathy ?ERZEDREE & L € rimmed vacuole 7 H I NTH S, FORER
PRRBERIC OV TEFRIET W DL DBEH L SN2, X5z rimmed  vacuole & distal
myopathy D RBBHOHRENICHMETRL WL 74 T 2> PREAGSRBE I N2 (BIE,
1981 ; B, 1982), ARBBHEBARBRLDRRICOWTHERITIN..
HLARBINHMES 2P LOCEMBRNELELBRIEL THRET 2.
1. Rimmed vacuole
Dubowitz & Brooke (1973) #f oculopharyngeal dystrophy » 85588z 513 2 8 89E{LE L
T rimmed vacuole 2 ZE8 L 72, BHEHBREDOFRL W LGB TICRENAE 21 ED LN,
HEEMRTA 2 EHRENERICE> T3 2 &5 %\, ZHOTFICIE/NEREELTE Y, tri-
chrome $65Ci37RrYe, H.E.Ti3tE#4 ¢, acid phosphatase fi#C4 2. Rimmed vacuole ¥
Bz b r b b TRANDHEREOEEII BRI L (RN Twb, BETIEERRMBEH L ER
7 myoid body (multimembranous body, myelin-like figure) t WE 3, 77Y) a—# > HEnik
HPHEKBRZELZINTV2, 22 20RETREABICELKI ar FY 7, etk T
tube ¥ K%, tubulomembranous structure, cylindrical laminated body 7 & 4 38 5 1.5
W (R, B - BIE, B, KR - L),
Rimmed vacuole i35 B8R E1MI3 7% {, ¥ Tic Pompe %% 3F AfL%5 4 T autophagic vacuole
(Engel, 1968 ; {£#%, 1971), lined vacuole (Carpenter, 1978) & L CZ#HEIN T3 LD L F—
BETHB, LrL, =R Lo distal myopathy, oculopharyngeal dystrophy, £ Afkkh 41
mEICHBL L, debrancher deficiency myopathy (i, 1981), quadriceps myopathy ({7 - %
B, 1981) ICH KBS RBHLNTW D, ZDMDEBTIZ L R4, myotonic dystrophy,
Kugelberg-Welander 5%, DMP (L-G,FSH), SPM # Fic 4 AUz RIS Tv 23 (BJE, 1980 ;
Hi, 1982).
2. BEEAHAL
BESRER RDOBEG D BHEENICH/MIER DS AR R 3 1, 13 s myxovirus Bt
L THE SN (Chouy, 1967 ; 4£8E, 1969). £ DigniaEtTEEM ) paramyxovirus & i3 k% X,
BRI L ENETRLZIE, BRUND I AF -2 RIBENZ 2 L& s, BNOBREE
MEWEHEIN TS, L2, HAKEE»LDTANISEFLBEINTE ) (Gamboa,
1969 ; Mikol, 1982), HABNEBIILBARHTH S, T-HAKGRL L THEINLXELZE
BRET$ 5 LBk rimmed vacuole Y distal myopathy, quadriceps myopathy, debrancher
deficiency % & EE N T B WA IRIEE N T3, FRHAKICII 2HEE L 2 0855
23z,
ORvMBERHEE | SHME130~180A TH ), HMHETIZ halo 28 b N B, Bbih i b HAKT
FEL T3 L DTREBEDERUSCW A A L, MREBLEL, HHERALHBLTW2 &
ILBHFHBLNBZELHB. Z0 L) AL rimmed vacuole BRI RILE LS



V. @74 747 FREAK  BEOABBLERRT 4 7 4> P HHACERIBD LN,
BB SREHBRCEEHRICERICANING, BYNERIIFBRICLALN, JERRH
EEZLND (K.

3. Distal myopathy »#5fRI2 MICROTUBULAR FILAMENTOUS
(130-1804) (60A)
&5
DEER Mo. OF CASES
® Angulated fiber A #{tMm % INCLUSION MYOSITIS 1 1
7%, @ Type 1 fiber predomi- NEUROMYOPATHY b 4
nancy 2R ERI D D . ® rim- DISTAL MYOPATHY y ]
QUADRICEPS MYOPATHY 3 3
med vacuole BIZEENFERME, @ OCULOPHARYNGEAL DYSTROPHY 8 8
HBARAKOEZE. OBBEXICT PoLYMYOSITIS: CHRONIC 6 6
denervated pattern 526 5 1L % ACUTE, SUBACUTE 9 9
, DERMATOMYOSITIS: CHRONIC 2 2
DIZEEA Pﬂﬂi#ﬁﬂﬁ@%}ﬁ%%{bli ACUTE, SUBACUTE 2 2
BIRTH 5, ) OTHERS :
CaRRIER OF DUCHENNE 1
DEBRANCHER DEFICIENCY 1 1
40 u 51




Distal myopathy & debrancher enzyme

i Xt 5L
(R BREEFIRE =)

Debrancher enzyme ¢) deficiency 3% & 11 5 myopathy § 7% 4> % debrancher deficiency
myopathy (DDM) # i A#liz Brunberg & (1971) HHELIKR T TICI0RFIZ K2 2 2%, REER
LHR~52mk & BRT, BHEBEHOTH I BMBEM~EMBEMLL I LI L TH D, Bryry@ELL
DDM o 4 B~ & 1 BliZiEALBAL, Moo 3 BULEMBELL T, ZDHBED 3 Pl BRI F4KHT rim-
med vacuwole 2§52 &, »OBBRERRMH2M DRE 74 T4 VEREETH 2L,
DPOREMIRBEZO LML FET HZ Lick ), HEAYIZIZ inclusion body myositis (IBM)
LU0 THY, BERENICIZIVHLWS “rimmed vacuole % {5 distal myopathy

(DMRV)" &4 T 2ERME W2 52, LaL, IBM % DMRV 4T # DDM Th 2 »3 5RH
T, EBF 4§ debrancher ##1EE? IBM # i &B& L Tw3, LA L, IBM%DMRV £ %
EBEPINHIZ DDM 4% { L L TFEL TV b Z LIkl bk, 5 B0BR~ORELEE L
25, FenfkiFEics ), BES>»oiizkT IBM £ 7212 DMRV o) debrancher digst» 7% X
no2hY, FENLDENCHLWIZDDM ANEL T a2 R4 BB LI L FE NS,

FEEHHBTERHERICEL Y, DMRV CR—EFIC BT 2 2EFrOERBICBIT2/ET, B
EDEWELTIE debrancher {FHEA* 1 /I0LIT TH - 724, BEDFRA L L WEMITIREEEL 2
RL7zZ &, D%z, DMRV Tdebrancher {EEH B2 A2 2 EEMESSIND, Tz
L41% DMRV #7212, IBM ) DDM L DBSEZ2E2 TWwW( L TEELEZ 5,

(BEE 3CR)

(1) Osame, M., et al. :Familiar muscle type amylo-1, 6-glucosidase deficiency, 4th
International Congress on Neuromuscular Diseases, Sept. 1978, in Montreal, Abstract 207

(2) # 5L, M : Debrancher Deficiency Myopathy——Inclusion Body Myositis & o) B;di—,
5230 HAMBEESH SIS I1IC-14 (258) (19824E 5 BHER)

(3) Osame, M., et al. : Is “Inclusion Body Myositis” “Debrancher Deficiency Myopathy™ ? —
~~The relationship between “Debrancher Deficiency Myopathy” and “Inclusion Body
Myositis” ——, 5th International Congress on Neuromuscular Diseases, Sept. 1982, in
Marseilles, Abstract WE 63

(4) 8 JE5L, 4t : Inclusion Body Myositis §558H # 2 L 7» Debrancher Deficiency Myopathy
nE B 195105 [ 1321, 1982

(5) 44 J&5L, M : Debrancher Deficiency Myopathy——inclusion body myositis % 2 {3
rimmed vacuole % { - 7> distal myopathy & NDE§E—— BHISTEESITH, HEREIS

(6) % (B)~iEM
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1) HRRHEDRB Lo X3 3 Mk 5

o fE R

w7t 115

FERGRRESFRBEAamcaiTbns, ATP
ase PeIC X VFHIZZ A 7 1 B, amfizs A
T2RELIENTVWE, FAT7T2HMITSHIC
472 A2 BREEICHITLENG, B MIEF
BMABBBETIRZINSA 71, 2 A, 2BNH3#E
MOBRHEDIUTIZY/ ST O A ZRICHHT
BV, 2D IEDHIRMES 4 TOPREIL, HIREE
XRTH2HREICI->TCEREINSE?, BEXEE
2135 LAEL, T b bERBIIRGIETELED
I L HERILERYIC L B8, RBHORFI% K mED
FRIBEEETRT. 20k LRMbLBHERR S
472 CRMEE LI T3, T bbka{bi
Z4 72 CRHEELI A7 1ESHHRICKEIN
5k, REIoa{bl, £HEFH, H£{Fay, HE
T AT 1 BMEDRH M2 2L 51k B,
RlLz&sd, 472 A, 2 BHE#HIZLWIS,
L UGN T 47 2 C UL ZRT RS B,
MREE A EMT L 72 L BARMEIZ Iz LT kD

LREL EDDPENEADOEEREITH 72,

SR - Hik

1. T4 RUBSRRMoESRILFIRER

Sprague-Dawley %5 v F #fFH L 72, #1£24
BN ERT » P OERLEMEE2H5
mm DRI YL, YIER{%10, 15, 20, 308 Biz
#5EF-> (BF20IL) 12onwT, FHPTHdES
A%, BB THIEBEMHLEYVHL, FEEE
L7z, &Y I2 hematoxylin and eosin (HE)
2 LHBEDMBILERIWRELIT -2, BHRiES
T Y BIMLEE ATPase (routine ATPase) #ufs
THEEL KRBT DA T LML, EEP-T

* BN RERRANREE 4 —HBmEHRLS

g B OB xR

BT B F A4 72 I, 3 5 ICERERIRTL
B ATPase o8B TI A 722 5472 A, 2
B, 2 CHMEICar T2, ABBDBGRMENIAE & 474
FL AN, BEEEAEL L,
2. BHEEMIRNIERE

Lot bR L E U, £%24HEAN
ICEL BRI 1Ty, 45, 10, 15, 20,
0B Hic&x 5L DF25EH» 5, Bl 5 285
ERBMGEELVBL, I —NEREEHE, T
2 I LaBIcCRESELL, ETHEEGEERLY,
BEKL S (GRIZE T A HDA) #5003 D HE#
MO, HEEME, HEEMREEE KL 7.
EMop &z EENRE L TERAL 2.
3. pma 77 RS OERE

pma = 7 A T MEEHEDTELRMEIH» & 8
RER, RigMHE e nHL, SEERLERR
BETNZDFLDRIEE B2,

1% 2

1. $HERBNT v F OBEBEIRESETETS
472 CREETH - 20, BHEEZITLEVWER
BizEm3~5BH LN 47 LRI HALIZ
Lo, Ligssic bl Tvis 229,

PSR GINE T oS AP A L Y (AP E
EBIEL 22 (R 1), B s 51372 7 A5 (R
1) £i210B B TLLTHRMEL F A 72 Cias
THY, BiEw-< ) bt 359472 Bi
T TT, 74712 ABEIZIISILL -
2. MMERED AR IEEAER & N CAE%30B AT
31/3UTFTh -7z, B L 2 BiRM8 (&2)
LESABERLL, #4772 BRgE~NZFLL
22ht, ZATL, 2 AMMICIZAEL Lo 7z,



K1 FEROBEMEFGOHMMES A 750M & HHRMEE (v 7 4 8)

" WMRHE S 4 7504 (%) B M M EEXS.D.(a)
H i
1 2A 2B 2C 1 2A 2B 2C
10 100.0 7.0X£2.5
(50.4) (49.6) (9.4%+2.3) (7.3£2.6)
15 16.0 84.0 10.2+2.1 9.4+4.5
(55.9) (0.4) (43.7) (14.3+3.6) (13.0+2.2) (12.0+2.4)
20 28.4 71.6 7.6E£1.9 9.2£5.3
(58.3) (10.8) (15.4) (15.6) (18.8+3.2) (18.7+3.0) (16.1+1.9) (15.6+4.5)
30 46.2 53.8 6.9+2.3 5,745
(70.1) (19.4) (10.5) (21.1+5.0) (18.1+4.8) (19.3+4.8)

() PHIIE#ER

M1 ##%30BEHZ v T 2% (a, b) rEHRMHE (c,
d) 9 routine ATPase ¥,
HFHERMICBEMEE S T2 e 7 248 (b) L, EfHM%H
(d) LXHER (a, c) ITHA~HML, 1ZEAELTEA
T 2HRHMETH B, BREREREMHD (d) ICIZBREE (B
ED) Y, 24 771(01)& 2QQ8B#EDFHEBIRIGZ2RT.
a—d : X350



K2 WrERWIBRRET O BMRHE S A 70 A & IR (RIEMWIT)

o W 2 4 75T (%) % @ M E+S.D.(n ‘ o
1 2A 2B 2€C 2A 2B 2C
10 22.8 77.2 12:7%£3.5 8.8+2.7
(7.4) (46.4) (46.3) (10.9+£2.8) (9.5+1.8) (6.3+1.5
; 66.7 33.3 10.5%4.5 11.0+3.2
(7.7) (64.4) (27.9) (14.4%£2.3) (12.8+3.6) (9.3£2.6
2 86.1 13.9 7.5+3.1 11.5%6.1
(7.4) (20.5) (70.3) (1.7) (16.1£2.3) (12.5+1.8) (15.4%+2.9) (10.8+1.7)
30 86.1 13.9 7.0+3.4 12.2+10.7
(6.3) (19.1) (72.5) ( 2.1) (18.6+4.0) (15.2+6.0) (17.8+3.7) (12.8+2.3)
() MIZIEH*E
LT ABERLY, PEDIEBRKBEHEDTFEL AT ]
“ ile's [3]
A5, c:nﬁa!i‘routme A:I‘Pase 'C‘"?”?i?é&’é L, & g @: CONTROL
47 1%&;#0:1&»174’7 % CRIG%mRL 72, g 32 O': DENERVATED
2. HEEMIIIFERT v P TIEEFIZSW, T
b 7 ABTCIREEMILRII S (G E e 3
) DB TH o725 FE L LITRHRIL, 2 20 SOLEUS
ik 1 B I5%EETH - 72, BHEHTL, 3
WEMR OIS 33 - 72 ([2). Tt % ol T ST
B 3 AR R D E MR o) T AR R KB TR g
23k h - 7z,
3. pma vV ADEMHER T NL/I0LLT & 4
(, REBMOMMOD I HPE L, BHKICE L 5010, 19 20 30
S22, YA TAS EHBEMEIZI0 BT THY, #& 2 HraRBBAES (25 28)

BRI AT ERICHML Tz, 728Kk DE AR AR,

X3 41608 B pma <7 X DEIEE .
Eh#RMEIZHE < routine ATPase 5 (a) T, pH4.6 HIALE ATPase & (b)
TLEEDD, 2472 CRIEZTT. PLBICKDD DBMELSE L, TOKRMEET

TP RERICTE™ES Vv, a, b X350



HUNCHED & B RMED S o 72, 1E & A X DNE
BRI ATPase et TR{bAX 4 72 CHK
BEALZ(E3), EFHEMBRICIZBRMEIT M
<, Bz LIFLIEEE %2 L - CTv> 72, myofibril »
FRIE D - 1 BN TERKIR Z 2+ Thd -
7z, BEEMBBOMINIZ A h - 72,

* =

EbRSy FOEBHIZ ATPase e THA 5
ERGICL T A7 2 CRUED L Z 47 1 RHMEN,
HBNEFTAT2 BHREERTIA 72 AR
NEGETD. T bbb A7T1H5Wwiz2 AR
MEXRLTILLHTH D, 2472 BiE#HIIZ2
A BHENEFIET 2% EERAICIZNL/S, $72
BETy MZLELHFELTWDINT, DR
BRFELRHEE TR LV, BT ABTIIRIE
L ) SLIBB  E%RLIBZTETCLES( DY
472 CREVGFETS. TNIZEFIAT2A
BUESBSILL TEZ A 72 CRE~NELD, &5
RIAT1IBENEERTIENDIA 72 CHR
MEYXETH- T, BEM»LFHRLZLD LR
5\,

Z D& ) LRSI IZMRER F S ET
H2. 7y P OBEHIIETRICEZRFMETS
THZAT7T2 CRUETDHY, < DHEFMIHIELE
T 59, ZoORRICHERETI LS4 T2CR
B K PRBRIBIZI AL 72 Big#E~NE 51
T32.L2LIAT71HBNEF472 A~
cizgfbl v, 5 P EEHIZETEIICRS b
T H 275, MEXEL2TTCIEZITTCWBINTY
A7 2 BRE#EFZTRRHMET 2 EEbNS, BER
ET - 2 RIBEHICIIRRMIBA L 2R MESTFEL,
Z #UiZ routine ATPase TRRMKIEL 54 714
MEITH 2%, PeaEL L3RRI N IS4 72CH
HICEL, YNWESKKSTLHRGLAHOmEED
myosin light chain nGHERLEKMETH B =
EHVREBHI N T W 3BY,

ERRRMED & S FRAEREC % D 1T 40\ E AR &
DE I BDHHS 728, pma (peroneal mus-
cular atrophy) =7 ANDBEWRHGEEREL?. 2D
pma =V XL RIZER B TR HENRERD

Rz k), TOXETOH (FIEEL, RigM
) T EHABOTHRRBENTEIRLIBWTH
39 ABEEMEITARMIZLRINL TWT, #iE
BEBEABICHFET LI TF L) AT T—+
BHEVEH LN, LEHETIRAMEENK
LIEH TEITHEORELALNTWZ L2 b, B
HEB HEA~GE T 2D BE T, BEEMEEE
Z 5 AR CHOMBEN LB TEN ZA
TWBEEZLNTWS, TNk ICEIBE—
BELHREREZ 5 T oW TW BT, BREIRR
BTIT LA S DGR ER1IATL2ATLY
472 CRIENT THFHRT 5.

bl kS5 EBERED> S AT, Werdnig-
Hoffmann fBICA LB 2 DI A7 2 CHRM
BEGHPEIERFCTHBEFICHEEE S T2
BRTHAIEHEZLNBED, L LKEDOHR
HIZZAT2BdHowEs 471 RHENESL
TL5NTC, EHEHBRMEI—EIIHENKEE H T,
BEUCBMEL ST nEEZ o, £RE
JEEATH S A7 F— (R > T4 3 F =7 F)
b, TOBEFEHEICITES DI A7 2 CRUEN A
LB Z ki, BAENL ) LERNZERTD
HEFREERY»FEL 2 TLMEL rOHERT
DG 2 HESREIMBTH S,

Werdnig-Hoffmann JRE B ICIZ E { OB
BRI FET D L0REIFDH B, BROF %
CIERBICIR OIS FETSI I LT L
CambnTvwa, FHEEMIRIIGFMIEELIZ
IZEI L ER % L D, 48247 Werdnig-Hoffmann
DL 5 LHEREEREH TSN LD L, BD
KEICHFHEIBIE L BRSBTS
DIZIZA L D DHBERFOBEGIMLEL W) Z &
kB, B TR CRIRAMIOBE 2 &
BFAYICIEBR L TA ., SHEDERER>» 51X, &
HEMEOFIZEENRBE LEL TR L 2.
Werdnig-Hoffmann R RKE I A7 F—nH
EFNCEEEICA SN 5 BHIEEMIBOTFIEIZSE
EHFLUSN DB NBERHHIR L TV 2T REMEEEZ F 2
RiE% 6%,



F & ®

BN REMLCIZHERFOMSH»LET
HY, BEHESRMMELREBMEE I 1T 5 L ATP
ase efa THRAMMLL 4 7 2 CRIGZR KT,
FHTOLABTLIA 72 BT Tiraby
2h%5 2471, 2 ARHENLIRSILLEEWT &
Dot b LMD —E L REXEE )T %
WEF 472 CRIEDIRIEA L ) BMICHFRL
72, EFEERMERAEORBRICH T S 2HiZ
BREFOMESRLETCEZWL ) B bz,

X R

1) Brooke, M. H. & Kaiser, K. K. : Muscle fiber
types : How many and what kind ? Arch.
Neurol., 23 : 369, 1970,

2) Brooke, M. H., Williamson, E. & Kaiser, K.
K. : The behavior of four fiber types in
developing and reinnervated muscle. Arch.
Neurol., 25 : 360, 1971,
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mEHmNE & B X
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REHOBCA 74 —F%> Dy F%>)
BFHICIE, BREDCEEICE - THRENEE
HEHLN B30, HRHEDHEHISBIEL T3
BEIALILS (Yorita, et al, 1980" ; Nonaka,
et al, 1982?), L2 L Z%#'sH, BEINHTH
WMEDS, MM 285 ~THRHL, b3WiE
LT DL, WELFESICITHBEL T
W, BIEEIRIBREOBEEZRET 5 BT,
ZBROBRMEELLEHRHICERL, 2HBE1
BLAD Dy F% 12, MRBLERDBEEBEL
Bz (PHIZH, 19829 ), FFFRICHWTIT,
ZHE LBUHOBERENTILE, BEBCICH
MALEBICREIT 2 L 2 HBE T 5,

V-] P

SMLE3EEHN Dy F x> EMEF X K224
PEA, ARlNEEES (PLD) 28ZHL, %
DI, FZ2 AT A R-T2 b} iz TAHL 7208
1 mm OEBIEE 2 5MEXL T cold injury %
mz, Mi#&1:B8L 0 588ICEY, BIC3
FA§Don PLD 2#8H L 72, LI Tok&EiL, SiEH
KERND B R I DWW THT - 72,

KFRIPLD X, 10 2V A2 % FYIE I H-E,
trichrome, PAS, NADH-TR, ATPase $:& % i
L7z, 33l PLD {2, 0.1M>% 2 & — LB &0
0.5% glutaraldehyde (pH7.3) TEI%E{%, lanta-
num ¥ (Revel-Kamovsky &£) # 5L, @Y
HICEEERY 7> - Rl ERe i, EHEHAR
RiceL 7z, BRENVERUVERDRIEIZH 2 -
Tix, NADH-TR 8 X U* PAS it 518242 5 at

* BRAYEFBEATRRRERE

*

= OH O & B HHE

random I2250{E E X #ER L, &/EY V5004
DHBHEIZOWT, BEBETEE (Summa-
graphics #) #BHWTEHIL 72,

= 2

2% 1ABNBERRIPICIE, BIEHEKITZA
LY, LB GARME, BZFEMS & U myotube ¢
SHEESL TALI, FN5IIIBAMEKND BB
5 WikE b - 72 E 4R (activated satellite cell)
EHE-TWE(EL)., ThomftRi, MREk
BRLTHLPLERTFAL W,

ZB% 2B LM% L M, NMERMES S
AbiLlz, TNLDEBHEICI, BHELZEEERY
BDLN L o7, BEPRIBICIE, &\ fibrosis
LA bNihroiz,

FAE L ABILENICRET D &, SHER1E
BT, Dy #% >, dRF X3, ¥T aR
RHEP LB IIL-> T3, TNLBEBOERL
Dy ¥ % >18.14+8.5y, %t#R22.7+6.4y T, W&
BlIcHEBNEIZA LN\, T2, HRHEERED
histogram I2&v>T 3, Dy F %>, sHRDHRICEH
LhEIFIALN LI -7 (H2),

BEHOFIEDORBE2H D 20, oW BHNH
BHELA5E(H3), MBRFX> TIZREIC aW
HMAEAHER L, B 2HB TII68% % &%, 338
BEUSHEBTIIHRR, 82.8%, 83.2%ica s
2, INCKRL, Dy FX>icBwTiz, ZiH%2
BETLEERRITXTaRBETESH LN, 3
EE THIH T aW RRHEH35.7%ITFED & L7255,
SHETLL2.2%ICBET, BEEOHEERI
aRBHETHD LN T2 ([4),
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INCIDENCE OF aW FIBERS (%)

20 4

ZH% 1 BED Dy F%> PLD. $EHEEM) D EEIC acti-
vated satellite cell(S), myoblast(B), %h#E/IMEEMRHME(M) 2L

!
1 Dystrophy ~

X3

1
BB L T %, KIEEED | EJEFE, X 3,600,
60.
O Dystrophy
18.1 £ 8.5
[J Control
%) 22.7+6.4
g 40
%
S
g
z
g
* 24
0 T - —— Y
10 20 30 40 50 60
FIBER DIAMETER (p)
2 ZHB1IBHOBEGRE (o RBHE) O

histogram.

3 4 5

WEEKS AFTER COLD INJURY

HEBICBIT 2 o WRHEHRAEDHERS,



PERCENTAGE OF aW FIBERS

PERCENTAGE OF aW FIBERS

10 4

@ Dystrophy

2.2
+11.0

O Controf

40 1

30 4

20 4

10 A

T T T

10 20 30 40 50 60 70
FIBER DIAMETER (p}

4 ZHE1%3HAE D o WHRHEEERS .

o
i

0 ) ® Dystrophy

T 21.4

! \ +10.7
' ' o Control
' ' 35.4
+ 10.4

B2 N 0 N e 1
FIBER DIAMETER (p)
E5 ZBi%SHEND o« WHRHEEZRS T,

INLD aWBMNERLZHET S &, 243
BHTIE Dy 5% >32.2411.0y, x4H830.9+10.3
p THERICHEENZER LW, FLF0EESH
RBEWTH, WEMICHL»LERPAEV (]
4). 5EHOHMRMEEREIL, Dy F % >21.4+
10.7u, *H35.4210.4p TH Y, Dy F x> D
aW BHEERICRR/NE WVIRB A Z S L7255, 5
RMEOHICHERBEZIZ L, FRFOEESHD
pattern i b, Dy X% >, MNERICBAELZZEIZA
LbiZer-72 (F5),

& =

PLD M40 & /N& e FHMRHEIC cold injury #02
3 &, ZEETIRIE LB TOMBRS HRIEIZ IR
N, BHEFRD precursor & L TR L 123E
BRIV, BREOBEISHEEIRLINEA
BICHBRT 2 720, BRFBEML £ —E Iz CTHBREt
TH5I e, BETHD, AMETIIHEOSE
FREDEBLA TREL, REMIO—EILICED
7z,

ZBEIABRICBWTZ, ZHEUHICZLND
LI & < % {, activated satellite cell 1§
RHERRMES £ U F DBIRFEOMARE TR 1,
23 8L %D BAEBHRBED IR A & L7z,

MEBF X L THEBLZlne 412 DB
aRBHEEL aWRBHEE 2 520 ), AbizEsE
aR RHED & aW BHENDEIRDGEZ, b1k 4
4 A1 PLD Tld, aW BHELHB80% % s> B,
Dy X > Tl 0% »EBN, 4 »BETL L
BB T TH2 (Nonaka,et al, 19822 ), 27>
% Dy FX > ABIc BT 3 51bnBIER, FEL
MIEICLRO LN, ZHL2BETL oW BT
ALY, 3BLIED oW BMHMEBBERELIEL, &
BICHL, aRGHEL L aWBRHE~NDLEIHHNE
1, HE5VEIERITIEFTH - 7=,

L Lahs, ZFE1HED oR GHERB L
UEZngAmis, MREZE L, 38LEOHL
L7z aWHHEIC B WTh, BEEEES L U9
12, Dy F X EMBLERFBERILTH D Evn
VE-R



% £

2 1385 5 5AFTH Dy 5%~ PLD I
BWTiE, MREEAROERLEERARI A LN
2% BAEND aRGHEL D aW BHE~DERD®
SEEELTWS, L LEIRL 2 oW BREENEEIT
MR EDEICHEENEIR L. #- T, REH Dy
F % BRRGICIE, B DICHEEITEET 55
FEGBREDTLILRIEL TW5, 2, ZHBE
538% Tk, EAEBGRMICEEBIZALNT Y,

X [23

1) Yorita, Y., Nakamura, H. & Nonaka, L :

Satellite cells and muscle regeneration in the

2)

3)

developing dystrophic chicken. Exp. Neurol,,
70 : 567, 1980.

Nonaka, I. & Nakamura, H. : Muscle diffe-
rentiation and regeneration in chicken
muscular dystrophy. In “Muscular Dys-
trophy”, (ed. by Ebashi, S.) , Univ. Tokyo
Press, Tokyo, 1982, pp. 63—77.

PR, £HA=, SHET, BRE— 5
R PO7 4 —FXBRBOSEE. EEY
BHYR o7 4 —ENRERFICET 3 ERKRE
W (SiFHE), EBRS6EEMARES, 1982
pp. 20—24, :



3) FRELIWTIC X 2 BT B IGHELicow T
—RFEITCAF— I TIFTT 4~k DA ——

|

Ui APk

RN BAEICEELZREIZRL T2 HEHE
#BE (satellite cell) V%, FFP R o7 4 —5E,
ZRBREFED I X F =299 THEHHEML T
5 EHDEHL L5 TR, Z D satellite cell
»% myoblast ~NF{bLL TW L BEN 2 HFHEO» E 5 »
BEITE2FHFEADVEDICTIZCAF— N TTT7 4 —
22T 5 4, *H-Thymidine CH-TdR) 7 ¥ A #
— F7 27 4 —12& ) DNA A+ D satellite
cell FMERTEDLZ L 2RZFRREL 29, 50
IEAZEIZL Y, satellite cell DHHETINTIC & 5 B
MIEDMRERET L 2D THET 5.

E=x

B H R OE R
sl &

H1%15H 0 ddy R~ 2 10IC 2 FH, G485
Wik %, T— 7 VREFT TYINT, YIMT24mERI4% 5
5, *H-TdR #1KE €4 N 50,Ci % 6 BRIz 4
EIREREPNICEEST L7z, B EST 6 BRRA%E, T4 b
HREUIRT 2 5 48R ICERR L, E B ISRy
Wrfill & 2> b o —or & L TIERE UM 2 &
gastrocnemius 2R, 587NV — LT LTk
FTREIZELZ., #322 v — MNEEER I T4
DL Esedet®, 1%A 2 37 4ET1BMESE. >
V=XT7Nna—ne7abr >t X244 FThik

* ENXEEFBHE=AH

1 % R# P2 chromatin 1283 3H-TdR 2 H " A A 7544,

1,000



2 % 3H-TdR 7B A $ 1172 H8HY chromatin D47 W%, X 1,000

/gw}‘w

% * ‘
3 A BHEHENDH-TIR B iAA DX,
B ! Fibroblast.
C : mEDAE AL, 1,000



1% epon-araldite IC B, E& 1 ym DIERF1E
BLRZ4 P I 2 Lic#, dipping&ic s
SAKURA NR-M, #8472, 4 COBEERAN
T30B #FEH,. SDX-1Bi&%, 20°C, 443
1, EBREINAA ST N—THRWRELHEITL
AR

BRImMRLY > XTHEL, 1 2D & 10017
B 2RFBE L7z, IRMD labelling index ICHEV> acti-
vated satellite cell D MBUEE 2 HHL, & 5ic
BB BB EE 21T - 7z,
Labelling index=

1#RFF P N’H-TdR = & » T label E N 72K
1REFPICBESI N R ToOER

X100

= 2

Labelling index i f #X ¥) Kt {#] > gastroc-
nemius T1.36+0.32, 2 > }F v — L7 gastroc-
nemius T0.23+0.06TH - 7z, FHREZEBRET
i3, RO OBRMECEILIZIBH LN 5
7z. *H-TdR ¥R ;A i 72kkizx, BIEMAED 5
WITERTEZDFZRE T, chromatin IS 8 b D HKER
GFTH o 72hY, —EITKE 4% T chromatin D4
ZWLDLBESI Nz, HEYINIR T, Sch-
wann fH 84k, fibrocyte, fibroblast ?#%iz3H-
TAR OB N AA > ba—nt b S EH
L7z (M1, 2, 3).

# =

Mauro? iz & 3 satellite cell DHFFED Hi45 LIk,
DML I A F — 2 BT A L 1L
52 &, 2 56IC satellite cell #* myoblast 24T
¥ % Z &% Nonaka?, Wakayama® , Chou* 5
ICEDBLICEINTHRR, L LEHETENE
BILETIE, 23> tuv—neEZBp %< (A,
1982), malnutrition TI3{ET L Tv» % (Hansen-
Smith, 1979) &vwbhTw3,

4-BIFAEL, satellite cell DBMRIC & 3 25
EHEUMICE NDREBELRS, 23> Fe—nick
gL, satellite cell DIE~ND*H-TAR NI A A
%, RO THL 2 ISHML Twiz, 850
YA T fibrocyte, fibroblast, Schwann #H52

DIZICLH-TAR DB DA A DBEI L7z,
McGeachie 59 |, *H-TdR % >, #EUIHT &
BEYIMTIC & B satellite cell DIEHILZHEL Tw
5%, VIMTR24BeRITIE, > bu—n EEpth
<, 488fi%H 5, MWRLIMIIO satellite cell 7
BAND*H-TAR OB D AADHEIL, #A&BO%
DR AA LML Tz LT3,

SH-TdR "D AF L7244, % b5, thymi-
dine #H1 ) A4 DNA #48L T 38413, Fomg
FHC2RBCHTLNL EEARBEERET
chromatine i2 B4 &, kK& {, v T
chromatin DAL VLD TH S, BIEIZHEL IS
satellite cell & BEIC & N BBEMICRETE L

(“hos, 1981) »%, %3, satellite cell 75
L7248 & myoblast L E 2 b, 2>~}
2= TH FIROBESBEI N D, EH R
TL—ENHERITOLNATWREZ E2RTILDT
»5,

BEAHAE T satellite cell A9iEHLI N2 Z & 1388
L&t o 72D, 48BF LA ) satellite cell D&Y
RRICHEBR DRz 1B, McGeachie 59 13810
7 HB T satellite cell H1LD3H-TdR NHLY
RAAIIHEML T3 EWMEL TW2 55, BgEDN
FEREZERIRBII L SN TV v, SR BERRE DS
satellite cell # —BFBYICIRIGET B2 DA D, H B W
IZEEZ CHES T 202 BEEHREL S, B
HT204ED 5,

F & ®»

1. 27 RZHBWT, BEHEOINNIC L D B
REEITV, 48BER1£ 7 satellite cell DiEtHEIL%#3H
-TdR #3812 L THRET L 28R, HEUkio
labelling index 121.36+0.32, 2> }F v— L{AliT
0.23%£0.06TH D, FELIKIAIO satellite cell #*
EEILE Tz,

2. Labelling 72N £  IZEIEMF, B2
T chromatin iICEBLINTH ), — AR
chromatin D42 VL BEE S Nz, FHEYIER
7 fibrocyte, fibroblast, Schwann 3 Di%IZ*H-
TdR DE D AA DRSS b ilz,



1)

2)

3)

4)

X 73
Mauro, A. : Satellite cell of skeletal muscle
fibers. J. Biophys. Biochem. Cytol., 9 : 493
-495, 1961, _
Nonaka, I, Miike, T. et al.: An ultra-
structural observation of satellite cells in the
biopsied muscles of congenital muscular
dystrophy. BrainDevelop. (Japanese), 5 :
520-529, 1972,
Wakayama, Y. : Electron microscopic study
on the satellite cells in the muscle of Duchenne
muscular dystrophy. J. Neuropath. Exp.
Neurol., 35 : 532-540, 1976.
Chou, S. M. & Nonaka, L : Satellite cells and

5)

6)

muscle regeneration in diseased human

skeletal muscles. J. Neurol. Sci., 34 131-
145, 1977,
McGeachie, J. & Allbrook, D. : Cell prolife-
ration in skeletal muscle following dener-
vation or tenotomy. Cell Tiss. Res., 193 :
258-267, 1978,
SOE=R, kBEE . PR 74—FX >
I2B1F % activated satellite cell iIZ2WT
HFEAF P AA— LTI TT7 4L BRRE—.
He A a7 4 —ENREHEICET % EBRREFTR
(Z1331), PB4 EETTREMEE, 1980, p.37
-40,




4) EREEBICET 2%

O oA R

mRWhE A

L s

BY R bv74—fE (DMP) oW, #KRiL
HREDEELHMEMBOREL SIS 3N, Mk
REH»EHEN TS, F/2—FTi2 DMP %
DB ROBBICIIHBEEFTR SR
PIRIEL, BETRHRFERICBITIRELE
ZonTvwa, £ZTHRRITIHMHBEICHEEL
BHEZREDITDEEINTVEHR=DD S
v FEIEBEHARNICERS L, BEHOEEFER
RBEREL, BEICER7ENA A >~ %HE, homo-
genized muscle BhiE, FHMRMEVINT, BESTAMBEERRIC
BT AHEEEEBRBICOVWTLREL, FES
BT HBENRARRICOVWTHREIL 20T
BET 5.

X - FE

200807 4 RZ—RHES v + DRIEE K % &
HagicHgEHL, OV H==> (50, 500ug/ml,
pH7.4, 293mOsm/L) #%0.2ml g5, @0.5%i%
B7ve,m4>0.2ml % 5, @ homogenized
muscle DHE (EREEHLERICED
homogenized L C0.2ml Z G5/ &), OHH
HELIMT (#9 5 mm HFEIFAZINZ 3), @EERE

(FZA T4 XTIOBMOIBAB LN 3), OER
0.2ml] #5iE (NBR) 2474V, Y R=>izDonTi
304, 5, 12, 248$f, 3, 7, 10B&Ic, o
fitizo>wTiz1l, 3, 7, 10HZICZEX 3 EH» 5
IRERDFAZIRE L 72, BHEY A 2 1EML, HE
#eth, RNA #f5 (methyl green-pyronine) %47
LVWILERRYICEREE L 72,

* RALKF EFBEMEAERR

NI 1 I SO

= A wr

b 3

1) R=ikbE
A)500ug/ml ¥ R= B 3054 TIE, FH=
HIC LD BRRMETABEA L, eosinophilic 78
I8 L 72 3BFEARHE, v W B opaque fiber A% %%
Aoz, LrLHEE BRI ZALAY
W (E1-A). 5BER#£ICI3 opaque fiber i3 H.(
&L pale &%, \bHW 3B pale staining fiber
LZZWiZHmL T 3, MEICIZZKE LR
SEHBL, —HREERHENICLALNE (F1
-B). 12B¥fIiICIZIENEE R L ZEHICL D,
macrophage b HIE R UBIERHERNICEDH LN D

(®m1-c, D).

24B3[1£1213 opaque fiber I3 L T, 3¢ A
& % pale staining fiber & % %, 72 S B Mk
L %4> L, macrophage IC{EA L T RNA 6T

. BEBMEA R % R M#I8E 7 eosinophilic % B

M SHHRAL L% (W2-A, B), 38
BTIRRERFTHHIERMELZ 2 Z AT, ks
basophilic % myocyte, myotube Z2stHE. L, F#
LA TIZIFE B % RNA A RNA & T2
HLn: (M2-C, D). 7EHRUI0B®ZICITH
DR L DORBEBRMEICRET 24, RNA TG
TREEDEAIEEERLZ (B3-A, B, A
4).

B) 50ug/ml %= %iE  500ug/ml HH=2>
BEICHREL TEEBERRREETH L2, &
HHEDNEL, ZUHENMERFICBTERIIAL
nihr-72 (B3-C, D).

2) IBER7T /A A ERET L 24BRMI1% 1S, pale
staining fiber & %= eosinophilic % FE4R HEH*
BAREN, 3 BRIC RNA BEHEFEL WD



?' ‘. 7
g5 B

«

®1 HR=>500ug/mlHEICHIT2HRE

A #iE305 1% (HE $et, X40) C . BiE12rsftk (HE %, X40)
B . #5iE 5 BERIf% (HE 6, X200) D ; #1281 (HE #, X400)

®2 Y R=2500ug/mlFHEICEITEHRE
A BRTE 24ERITE (HE e, X100) C . %&E 3 B4 (HE %, X100)
B ; #hiE 2484 (RNA #fs, X100) D . %&E3 % (RNA RAE, X100)



3 HFR=EHEICBTIHHE

A ;500ug/ml £7E1084% (HE 4, xX100)
B ; 5004g/ml #5EE10H % (RNA #:f, X100) D 50xg/ml %1084 (HE %, X100)

necrotic fiber

pale staining f.

hyalin f.

neutrocyte

macrophage

myoblast

myotube

RNA activity

[¥X14 Pathological change after saponin

injection (500xg/ ml)

— 5 () —

C ; 50ug/ml BhiE 2404 (HE 4efa, X 40)

BERR> S 6015 (®5). 7 HLI#%I12IZ RNA
EEIETERZRL, YR=FHE L RENE
HEEBELRL 2.

3) HAEHEME TIIEEIEARMEIZ 1T & A & pale stain-
ing # 2L, eosinophilic fiber 124 7%k - 72, %
DFBEDHEBRIIVR=BELELET, 7HL
%12 RNA & MET B 2 7R L 72,

4) BRETRI TR R=BEickl, BED
DB, HPBRRITWCRABINT, Mik7H
BTy RNA EHIZFEHICA LN, 10BZICET
LT 5.

5) homogenized muscle BHFE Tl 1 Hi%IZZRH#|
EAZIC—E L TEREDMIERE, BEDHEITHME
BHELNEDY, 3BLUKICIZEERIZALNY
Vo E L TOERBHEICE W THFRIERICH
RO R % Y, homogenized muscle #5iE & *TH;
ETIIBAL2LERIIBO LN 5 72,



E5 HEEE7TC NHACHECEITIHRE
A BhiE 24m5R17% (HE s, X 100)
B ; % 3 H1% (HE #f, xX40)
C . #iE3 B (RNA Hfs, x40)

e %=
EEHP A e 74— (DMP) 28\,
Schotland & I3 EFEEIMEIC L ) fiflaED RE
%3, Mokri & Z¥]%] DMP gl 2> 5 D~
NAX S —vREEREL TB Y, HiEaE
DEREVGELOTEHEINTETWS, SHIZE
BRyICHh MR IcwELN, RBHNEEZEZ ML
DMP & D eERET S % 3 N2> DH 5. Strunk 5
|x type A clostridium perfringens toxin % € /U
Ev FOETICESL725EE, BHMIREKEEZ —IKE

ICEEE L, FHERYIC DMP O/RZE L FHELL T
2EZIERL T\ 59, Publicover & |3 HRIE
TDHNT T LN IAAZRT A23187T%2 2L
B TEESH20E L, DMP ORELRTR & 0
FOMELEZREL T 359,

ZZTRRIZHBECHELZREDITSHEIN
TWRHR=VEEBRWICERAL TAL., THR=
IS FoMEE 2T u A FIEEHTH B RS
=2 k0%, MEEORINEREET S22,
R ERES, RN, OF, WEOMEOHE
WWIBEAINTW B | F72HELE > SRS L
3, BETIRELEZSIEEIT. Lir->THA
RICEFERETI2EICL ) HREDBELRA L.

In vitro DEEBE L TIERBRETHE LEINT
WY 50g/ml DFFANEES T L EMHFEBED
A 51, 500ug/ml TIIEICEHENEHAERREI AL
N, SBOBEHOFRICLIZILL ) 5L Bbn
72, 72 AREBETOEMNHAIC opaque fiber 75 %
BiLrHLN, QERLHBEHOHIR L L, DMP
DR L S N BIREBIFTR AR S /25, DMP
DIEEER S E 2 2 L TEKRHDIHERTH 5.

HR=DOHMIBENEINEAIZ, Endo 5 DH
— R ARAME A P WV R ERERICL 5 &, 10~50
ug/ml DY R=> TIIHHEREDLEEL, 150
pug/ml U ETIEBH/IaRLEET 2E 2 HMEL
Tw3aD, —F DMP icB W TIiMBEDEED,
BMER, HIBRAEOEEICLZ LD HEE S
T3, %2 T50ug/ml K& U5500ug/ml H K =
ICORERFR 2B L TAZ, L2 LEEEA
BRETHBILZEZRIID DD, HHNLERIZIAW
o7z, & 5IC4%FE 2 ORIREEEY
BHICL 2EBRIMREIVLETHS ).

72 DMP 2BV TIZ SRR L EHICHALE
DB TE DS E AT, BELELIERTDH
DEIVELPICES>TERY, ZZTHEERR
ZIRIET 2013 MBEMNCHRB L 72 5HEEICH B &
L& 2 515728, homogenized muscle DFHIE
ERAZ, L2 LBEHIIELNT, —FHHHEE
ROEEL &2V R=2, 7T <n4 v,
BARAETIRT, SHAEHEBE L & T3, TAR» ZHAE
FrR ML N72(R1)., ZNHNEL)HEED



Rl BLOoERMBLEBICBITIEELEE
degeneration regeneration
saline injection _ _
saponin injection 50ug/ml + +
500pg/ ml ++ ++
bupivacaine injection(0Q.5%) ++ ++
homogenized muscle injection _ _
cold injury ++ ++
RECHHBEAHEBIRESBELTNDELE DHENRIBE T LA (sheh3E) FBFI524E
ZoNb., SEILICHEHTETEECIONWT EmREEE, 1978, p. 23.
ISR TAEIFEELRECTCHA . 3) Schotland, D. L., Bonilla, E,, et al. : Duchenne
dystrophy . Alteration in muscle plasma
F & @ membrane structure. Science, 196 : 1005,
(1)Z v FEIEBEHICH R=500ug/ml % Bk 1977,
L 72 %58, 304r1%1Z opaque fiber, 12F¢fEf%iC 4) Mokri, B. & Engel, A. G.: Duchenne dys-
pale staining fiber, ZHEHAMIRDUIRE A7z, trophy. Electron-microscopic findings point-
B Z1285 97 & VD macrophage, 24F¢ffji2 &k Y ing to a basic or early abnormality in the
myoblast ¥ » 6 H 5, 3 B#IZi: myocyte, plama membrane of the muscle fiber.
myotube 2*% ¥ A4 51, RNA &R FHE Neurology (Minneap.), 25: 1111, 1975,
b, TOREEIIRBTrAERLRLLE (H 5) Strunk, S. W., Smith, C. W,, et al. : Ultra-

4), X50ug/ml &500ug/ml K= HETNIK
HAR» LI TERIIIIVENLERIZS
Loz,

)15 WER D FERAS T B FF 25 AE T 5 R AR HEYD
Wi, H#AEIREE, TEeohA v, YR=VBEDY
SR HEEBREFALN, —HEAEIEWIC
homogenized muscle # f5EL 2235413 HFEIL
BIbhhrolz,

@ H=>, TeosaLf rHEICBNT, EE
¥ #51= opaque fiber 2SI L 72 &1 DMP &
RE UL Tz,

X 73
1) Endo, M. & lino, M. : Specific perforation of
muscle cell membranes with preserved SR
functions by saponin treatment. J. Muscle Res.
and Cell Motility, 1 : 89, 1980.
ILAGEIER, KHRES, 13 =7 ) BREE

FHHBOY R RS, BRI 74 —IE

2)

6)

7

8)

structural studies on the lesion produced in
skeletal muscle fibers by crude type A
Clostridium perfringens toxin and its purified
alpha fraction. Amer. J. Path., 50 : 89, 1967.
Publicover, S. J.,, Duncan, C. J.,, et al. ! The
use of A 23187 to demonstrate the role of
intracellular carcium in causing ultra-
structural damage in mammalian muscle.
Cell Tiss. Res., 185 : 373, 1977,

Blaustein, M. P., Ratzlaff, R. W., et al.:
Calcium buffering in presynaptic nerve
terminals. I, Evidence for involvement of non
-mitochondrial ATP-dependent sequestra-
tion mechanism. J. Gen. Phisiol.,, 72 : 15,
1978,

BEAR, IR, 13 BRI RT 4 —
fEIZH1T % RNA activity 22T, P X b
w7 4 —EDRBEHFICBT 2 EROHRE (=

5FEE) BRFIS6FEEEMAMEHE, 1982, p. 214,



5) BHEMDORIBFICHT SHR
1) 27 a4 FihEmE2)

XK T HE BT

W IE = OH ' O

2704 FRALECICLDHEEIR, R T4
FigdoeF—2 L CEMbENTWS,

iz Z DEHEEIMBFICIIHOEETIZ
l, BEIEERTHIDI LbH, ZORBBF
LT LI LT, K HERERBOREBLHE
BH$32FHNHBLNATRESE L, EHED
VEDDERBRETFNELTATOA FHEHEEE
WL, ZNFTHRETEMLTE 2,

AT a4 Fizk s 5HEMHIE, HoBERLFEES
A 7R E T LR D B LI LEIRP S X<
MmLNnTwiz, o TAT A FREHEREHA
1213, ZA 7HOREYEETH S, BiE, R
RERNOE T 2%, BEDH, RIEHE2BEWTE
ZATICBITAIREERLIERBROGHEB Z
T, FNEFHEZREL Z20OTY, ZOFHEE
FIALTRAT A FHEHRNES 4 70IREH
ZRRETL 2.

& b7 3

RE 3 kg BIEDHERE 6 T, cortisone ace-
tate 20mg/kg/day, 4:BRESL THEBICHEL
., BMTHRZ—-TNLURETICERL, 748,
BERE %5, KA 2 EREXL KEEBRICEEL /2. XEEE
100 3 [F U ERAL % RERL 72,

M b¥ayiciz, PAS, Gomori-trichrome,
NADH, Phosphorylase, myosin-ATPase & %
BIZw, HEENICBETS LI, ERY
B % Dubowitz D FEICL2d>T I 4 7HEE
BIhWd, FLEHREEERLRIEL 72, 1L
B3 Lowry #ic & W #8&E A %, Zak-Henly &

« B RFEFBEmAH

b A N b= A I S S S nh
FEizkngavzFa—n%, 72 Folchhki
BV Ic L 0RIRE 2%, s et o7
4 —TE2OPEREE5BEL, BB L UIEE
EREREL 2.

% R
FTEENERERREBTH B, &7 AHTI,

88% 4T 4 7 1 #MET, 10%5°5 4 711 a #RHE,
2%H52 47N bBMTDH 72, BEERTI, 17
%HF 47 1IRME, 19%4°5 4 711 a #RHE, 646
I A 7N bBRHEETH -7, REMBH T, 6%
HIZA 7 TR, 36%4°F 4 711 a ik, 58%H°
FA7NbBMETH>72 (R1).

K1 BEHN7743—547
Fibre type
Muscle 1 IIa IIb
Soleus 88 10 2
Gastro. 17 19 64
EDL 6 36 58 %

Gastro. = Gastrocnemius

E D L =Extensor digitorum longus

HALFEICIE, HOREARIIE, 7 2AHBT
29.724+0.29mg/g wt, BEREEFT26.99+1.94mg/
g wt, EHHET27.00+1.98mg/g wt L HER
127 <, Triglyceride i3, &7 A§576.30+0.14
mg/g wt, BEEE T1.83+0.88mg/g wt, EU{H
B T1.50+0.05mg/gwt &, HRHLEE2HLN
fMicEEZ»ZDH LN (X2, 3, 4).

Triglyceride D fREEHEKIX, TNz
<Tb, FEBRTIE, ClervF8, Cl8: 1



®2 b7 % BEEHER

control steroid treated

Total protein(mg/gwt) R29.72+0.29| 26.87+0.62 +

TG (mg/gwt) 6.30£0.14| 9.09+1.443%
TG/ TP(mg/mg protein) 0.21+£0.03| 0.34+0.06+"
Cholesterol (mg/gwt) 4.37£0.47| 5.03+0.35 *

Chole./TP(mg/mg protein) 0.15£0.03] 0.19£0.01 *
Cholesterol ester(mg/gwt) | 0.35£0.16] 0.40+0.18
CE/ TP ( ug/mg protein) 11.88+5.39| 14.75+6.88

+P<<0.05 ¥P<<0.02 **+P<<0.0l

TG : Triglyceride
Chole. :Cholesterol

TP :Total protein
CE :Cholesterol ester

=3 BESH REZHER

control steroid treated

26.99£1.94|23.92+ 4,09+

1.83+£0.88| 3.76% 1.59++
TG/TP ( mg/mg protein ) 0.07£0.03 | 0.17+£0.,08**+

Cholesterol { mg/gwt ) 4,41£0.42 | 4.46+0.70
Chole ./TP ( mg/mg protein ) 0.15+0.01 | 0.19+ 0.03+

Cholesterol ester ( mg/gwt )| 0.24+0.08 | 0.21%0.02
CE/TP ( ug/mg protein ) 8.55+2.65| 8.36+1.58

Total protein ( mg/gwt)
TG ( mg/gwt )

+ P<0.05 «* P<0.02 «+x P<0.01
CE : Cholesterol ester TG : Triglyceride

x4 RiMfpgs REEFAR

control | steroid treated

Total protein ( mg/gwt)
TG (mg/gwt)

27.00%1.98/30.52+3.67

1.50£0.05| 2.87+1.39
TG/TP(mg/mg protein) 0.05+0.02( 0.10+0.05
Cholesterol ( mg/gwt ) 3.85%0.30] 4.37+£0.30 +
Chole./TP(mg/mg protein) 0.14£0.02| 0.14+0.02
Cholesterol ester(mg/gwt) | 0.34+0.16] 0.43+0.29
CE/TR ug/mg protein ) 12.37+4.,96]15.11+£10.38

*P<<0.02
TG : Triglyceride

TP : Total protein
Chole. : Cholesterol

CE : Cholesterol ester

RS BHOBREEE

control steroid treated
Soleus Type 1[68.37 £12.12|77.65+ 11.37 *
Type 11/82.44 £ 11.75|72.20+ 10.98 *
Gastro Type 1|47.80+ 7.64|55.20+ 7.81 =
Type 11176.73 £ 17.31 | 58.90+ 8.06 =
EDL  Type 1[59.65+£10.91( 48.45% 7.17 *
Type 11167.90+ 8.13| 51.90+ 9.51 *
* P<< 0.001
Gastro = Gastrocnemius
EDL = Extensor digitorum longus

FvA B, CI8: 2/ —AEBZETHY, b
7AW & RUFE 2 B d 5 &,C18: 1,C18:
2, CI8: 3V /VvAELXIZ, ETAICE
CEFh, Znicxtl, C22: 4 FayFr35
VB, C24: 27 V5V /B C24:5F ¢
AR F VBT RIS SRS
N, EWitHFEErEH LN,

INLDEERZLLIZIA4A 7T, NGB HE—
F—Ar—ERFELVWEERE2AEL T3 LREL
T, &N Triglyceride B2 * 8B L T4 2
E, ZA4A71#H#i136.86mg/gwt, 74 711 af
#132.58mg/g wt, 74 711 b #&#Eix, 0.26mg/
g wt &, A7 1M Triglyceride %< &
TN, A 7N bBMEICLL W EHHLIP L
27z,

RICHEBRBE L DWBRRETTH 2 4%, HBILEN
o, MBEERIZ, e 725 TIZA4A718#EIR
68.37+12.124 2 577.65+11.37¢ & HE KL, #
A 7 IR HEI282. 4411 .75y % 572.20+10.98
EEMEHIBEO LN, BEEBTIR S A 7 TR
47.80£7.64y 7 555.20£7.81 LB KL, A4
T IAGMEIL76.3+17. 314 2 5558.90+8.06, & &
MO RRSH Lz, REMBEETIE, 74 7 1 HHE
59.65+£10.91y »* 548.45+7.17u, ¥ 4 71LiME
C67.90£8.13u »* 551.90+9.51 & IKICEHELT
ooz (R5).

AT TIIERBLNBELOBMICERERE
ZIFEBDH LN -T2,

HE{bEAgICiE, b T A TIIEEBRBET26.87x
0.62mg/g wt L BEBEIZFA L, Triglyceride
129.09+1.44mg/g wt EXTRELHEL THFE
Il Tz (R2).

BEEE B I EAEIL23.92+4.09mg/g wt &
t Z A% & R4 L, Triglyceride (33.76+
1.59mg/g wt &¥nL Twz (R3).

BEU{#5 CiiBEaRICKE T E(E {, Tri-
glyceride $2.87+1.39mg/g wt & R LBAMER]
ERTICEEE - (FR4).

Triglyceride Mg IZ, RALBETRILE
BB T, SEEBRBETC16, C18: 1, C18: 2
<, C22:2, C22: 4, C24: 2, C24:



%6 Triglyceride IEERIERY

( Soleus ) ( Gastrocnemius ) ( Extensor digitorum longus )
control Isteroid treated control  |steroid treated control  [steroid treated
Cl4 3.07£0.39| 3.05%0.63 2.56%0.64] 3.81£1.03%%%+ 2,84+:0,21{ 2.13£1.03
:1| 1.01£0.30] 0.98+0.08 0.64+0.49| 0.76x£0.09 0.43+0.23| 0.48%0.17
C16 129.49+£2.14|30.842£1.89 [31.69£2.22(38.59+1.45+4 31.14%1.90(36.17£2.66++
21| 9.74%1.94| 7.5240.55 5.64+1.73] 4.35£2.08 6.23+£2.72| 6.36%1.26
c18 6.09+0.68| 5.86+0.40 8.30+1.37] 8.26%+1.02 6.03+£0.90| 6.72+1.33
:1(28.84+1.06|26.87+1.31 |24.35+£6.00{20.05+0.89 16.92+£1.59(22 471,79 *
:2(13.34£1.56[17 .54 1 .52 +»| 10.40%£1,22]13.78+3.22 7.00£2.00{11.98+2.77 *
-:3| 4.50+£0.45( 4.89+0.30 3.29+0.81| 3.52+0.69 2.33+£0.77( 3.30+0.98
c22 0.78+0.54| 0.46£0.12 0.65+0.66) 0.16x0.01 0.77£0.51| 0.95+0.42
:21 0.26+0.19| 0.38+0.21 1.10£0.80] 1.04+£0.71 5.48+0.76} 2.28+1.28+
141 0.36+0.42| 0.38%0.21] 1.16%1.12| 0.53+0.36 2.66+1.45] 0.67£0.,26 **
C24:2| 0.53+0.23; 0.15+0.03 1.25%0.80| 2.21£1.46 5.23%1.74] 1.10£0.74+*
<41 0.49£0.29| 0.4620.22+*| 0.80+0.45( 0.37+£0.32 1.18£0.75] 1.32£0.62
:5| 0.69+0.44| 0.18£0.04+++ 5.14£3.92| 0.63+0.08 9.55£2.84] 3.0611.732»
* P < 0.001 »x P <<0.01 =+ P <0.02 P < 0.05

5 DL B LI (R6).

£ 4 7B Triglyceride &F &I, 74 71 #
#126.86mg/g wt 7 510.02mg/g wt & #1.5(%
nvgmERL, 74 71 a ##E132.58mg/g wt &
52.22mg/gwt LR L, F4 711 b BHEIZ
0.26mg/g wt #*52.53mg/g wt & F10{& NI
2L,

%z x

274 FickaBERIBMOTEL, —&
BRI, BRMOERE, KNTRE, =%
e, BIEDOBRHEENL, RUMbZ Eha s, M
FECIE F 4 7 IRMEDORIRIBREIRE I N T
W3, Ll nsngibiz s 3 F—o
RETHIETUEG A 74 —ELHXTA
T, BEEROENCIIIZELHEL, FAEHE S
F23F—TIZCPK O ERZ2 E7:FT L DL VDT,
Z2Fu4 FIckaHBEHETIEIH T N RE LELIR
L, INLDEDPLLBAEDI A/ F—LIIE
BEFESRL > T A AR TR E LS,
FIEDRBFBF ICHT 2 8EIX, 74 7IKRH%
DBIRIBFEV O LN DL Z & b, BRAKEE
FRORBEES, HERBFOEEI IRESINT
VA, WEIZEHELERRELN T,
SEDHBRDERILIZAT oA FIZ Lk 25HE
FETI, £, BRI RERY,

*dedkk

ic Triglyceride »°88inL, L2 ZNEEIT 5 A
THaBELN 247U bRIEICHL L TH»

72, F72, IR OZEL, I bRENEIED
ZWENMEICEHT, C18: 3 X THIEEM

¥, BLrC22: 2 L L REIBHEEDRA ST
Fl oY (RAN

A7 atgfel 74 71 bRMEDETYH
LESEENERIT, WE B LTIV, R
BRERA T ANKX —EENEREFEZ SN TN
2 ER o IEIE R, $¥ iz Triglyceride ¥4
m, B & UIREER LRI HEHICEH SN
Lix, 7471 bBREEICEIT 5 HIEEORF DR
EBEOKRELEZDIENTE D,

PLEDkERD L AT R4 Fizk 2 HBEEIIMER
2yt 7 471G, BLU—8TIR, 747
IsuElc LEES B LT, HlbEn, FFichE
BOHE»LA4D EZA4 7N bBRICEREIES
b b L7z A, BIEIERE L 2 & 5 I EIEEENE
=, #2471 bRMELBROICEEL 22 E S
PEITHTH B,

2 & B
Z2F7Fu{ FRLECEEICE ZHBEETIIEC
2 A4 TIBHEDOEELERD b, HE{LFEICIRY
4 711 b ##Eic Triglyceride ¥, Z D#RHE
DHENEUBHNEELEL (, HEHEORERAL



FFic, FSBSRBRILHYMT L2050 3 TTEEHE 2) Folch, J. & Lees, Metal. : A simple me-

BRI N, TNLNEREIIREETAZ LT, thod for the isolation and purification of
BEHEEWIOBERBDOEBIAIICT L 2DFHH D) 558 total lipids from animal tissues. J. Biol.

wmanas, Chem., 226 : 497, 1957.
3) Dubowitz, V. & Brook, M. H.: “Muscle
b4 R Biopsy : A Modern Approach” W. B. Saun-

1) BEEH E5 0 KREASS L CEBOMRIL ders, London, 1973, p. 51.

FHIE L ORI, BRERMAR, 22 690- 4) FERE— I Z2ToA FIFdoeF— REICEY
695, 1982, 5 HEA{LAFRYRREE, MR, 20 1 98-108, 1976,



6) AEhLIC & 5 EERIIH) BHE DIRIE

[i= I NI B S
mRrmhE B R ' Ok &K K = OB M o= T
o fE W o @m oW '

BEMGEORBEE LA L ICT 2 BHT, B
EREMLT 52 L Ic & D EROBEEH LEHLR
REfTU->7 72, BEHEOTHRBERNAL
ND12xLT, FEMLL 2B L TEAMEZ
5.2 ZOEhFEIZDOWTRETL 72,

) &

HREHIENT A R T —REKHAEET » L D—
BB REEE, XL aF—RREAVTRE
frateicEBAIcEELZ, kil Te 7
255 % MBS B VIHEMIC BE L /o1 AERFRY
25y FEERL, BEREZ ABHRUNREL
THEAEME 7 A H LML TUTORFICBL
7z,

1. BHRERORE

Fo b MEE, LMLzt o 2HERMHL
ELICEERLRIEL 2, HEEROEIL, E
BEEflicxd 2 BEROEE E —1> P TRL
7z,

2. HAbEaIRR
BARBET—160CICHRHIL2f VR 7>
TE I AGEPERER sV ARSy FTEEI0
pm DY F & ER L 72, Dubowitz 5 DIFEEICHE
- T ATPase B LZITLWEHHRES 4 72 oM
L7, 120k J A8 & ICR{E200E, BE
300~ 400D EFGHEN F 4 7 HEE LT T A FH
DR ETBNL (R1).

3. EBFARR

2% F7 74— A CH—HRENE
HBEODHANITIALFTRA MR FTLA4ST
SR LTRETLIERAZREL, TORECOE

* BT REARAEL S —

WICENBRMES A T ROELRY,
4. BRI

REEIORRAEE (b7 ABHOsEL) %E
n, 1B155HETD 2 BMcb > TEAREE
T - 72, BRI L BMHEL T 5 MEHE
Ik 572, RD2ODFEERFALZ,

1) OE— 22— —2IEAL 7, FEEEL

%=1 Fiber type analysis of immobilized soleus

(4 — 8 weeks)
Fiber Type | Contralateral®)| Disuse (%) | D/C

1 90.2 60.5 0.7

2A 4.1 20.9 5.1

Plantarflexion 28 0.0 0.0 -
2C 5.7 18.6 3.3

1 81.5 84.3 1.0

2A 13.6 3.4 0.3

Dorsiflexion 28 0.0 0.0 -
2C 4.9 12.3 2.5

% by ATPase Stalning

%2 Effect of electrical stimulation on immobili-

zed soleus
Wet Weight Fiber Type
Cont.(%) Imm.(%)
1 78.0 66.0
2a 14.5 23.4
(A) Imm. onl 586,
y|55.526.9| 0.0 0.0
2¢ 7.5 10.6
1 71.7 69.3
2A 17. .
{B) Imm.+E.S. | 48.0%10.1 3 20.0
28 0.0 0.0
2c 11.0 10.6
1 70.7 77.9
(C) Imm.+E.S. | 52.0+86.8 2A 18.8 13.2
mm.+E.S. | 92.0%6. 28 0.0 0.0
2¢ 13.8 8.9

«imm./Cont.x100



BONDZERE T v F OEHETICHEDIASL,
BAE 2 AL BRI FATICE W TR L D R
PEMBITZ 72, BRRIE D&M, 10Hz, #F
#%:2 msec, BEEMUVOEFRETHS (2D
B).

) RHER L KRR LS EICE X, BEAICA
BHERICRIBEINZ 72, &M4I1210Hz, ###:0.2m
sec, BEE#IOVTH 2 (F20C).

Ul kS L TERRBMEITE > 2R %,
BEiEE? T2 L CBRHSM 2 Thbir>72
D (R2DA) X HERRETL 72,

& S

1. HEEBOXFNHEL (K1)

ot %2 A2 B %&£ (Plantarflexion) & {8 EBALE &

(Dorsiflexion) & DRICIZFEBH ZAHELS R 5N
72, MEBMEZETIE, HERIIEER 1ETER
765.0%1C F TRFEIZED L, LIARIZEERL T
S>TA4BLEZIDENEDL LT 8ETL.5%8TH
ZHuCSH L TEHEMEE T, EEk 18
26 3B TREERRIDLAML, 20k
WAL 728 B TLH69.0% &, HWRBALEE & HE
LIRAEIZ 1 BDBERELZ L > THERICO LW
Rric-o7z,

b i

Wet Weight of Immobilized Soleus Muscles

8
- T
s l\"'.\.T Dorsiflexion
K kS
& 1001 NI
H 1
3
; B
] ® ®
§ | Rl I
Pso] T PN—3—1 s
3 1 L T
l.! Plantarflexion
£
; Z 6 8 12 Weeks

(1 i EORERFEIZEIL

2. HEMRILFAIRR

HRRHEL, KRB THHIA 7 1HBHELEHTH
BIAT2MMEE SRS NG, FA T 2MHEIR
FI22 A, 2B, 2CIca¥dnsd. 7v ok

SBHICE - THEYDH D, FIREHSRU
HETIRZIDNDADDI A TITHFETEDLD, 7
AEICIZZ A 72 B MR o,

BT A 2 —FRT vy bDBFE, T AHTIE
SBEIA T LGHEDTO~90% % HH> 5 ~15% 0%
A 72 A, 5~10%H»FA472CTH3B>, &2
25, MEBALICEIEL TEL EZnE&ESZ A 75D
EHEITBLPEL, SA 72 ARUFIA7T2CD
BinE A4 71 nESrBEHLN(E®2), T
bbb, A1 72 \DEBRI;HEESIN
3, THIZEER1IBETIERSLNT 2L D
Erioiz,

{HRALEE TlZ, MEMEE & FEFICS A7 2
ChasizmsimL 7225 2472 AP LA
lizbTricHwmL2z(E3), HRIFRLICE L
HTERL 72,

X2 SRRMEE4E. C:EEER D EERN

ATPase % pH9.4

‘- -]

3 WEMEE 48, C : FEEM D EEN

ATPase & pH9.4



3. SEFHIRE

ST EEIC L 2BEMBICB T, AT 2R
HWRUHEBO RIS 2 R RENHEINIEZO H 1
7.

4, BRI (R2)

M rE R 2 ATE 7 A OB ERIZ55.5%
i L7, AL IcBRMEE 5 2258 T
YIEEBIIEREICHS L, 1 BISSHOEER
RN, TEMbict 2HEMEMEEL Z»
-7z,

i 2 4 7osbicnt T 3 ER B HEHE
BE L7, MBMIEEICENIA TIPS LS
472 A, 2 CoMMIEDL NI, BARE
R T - BTIRINE S BEMRI TR, T
LAZA4 71 8mL 472 A, 2 CHRAT
rERmPRL NIz,

* &=

4 ENERTIEREE 2 READ 5 WIFTRELL
IEARELL, b T 2RI B VIZMEALL
HEEoOKEICEES Nz, TORREEICIIER
maMEFRLN, Thbb, MRAEBEENTS
HErEE L ) DABIERBSRBA L, F
IR S 4 TOER, Thbb, RALRPRES
(LDRRELRETH - 72, HIc—ENRIH»Mb
B EH, HONBIHGICEETHILEEEZE
R 72 biTTh 20, BELMBEIZ, BRIRE
BB WIEENREN DL IBFTERT50 L
W ETHS . HiEEEKICERERL, WL
BNy LRIEFRELAGL T 2003
M, HoHVIE, BfEx 05T 5 KA
B2 4L COMEEERTIC L 2HAG» LAz
W, SHOTF—THEERbNLS,

7272, BE—EHMEEE 2 B —ED
SE#FHREBE LD, TNLULEERT A L3 TR
72, ZORRBIITHETH L, BRHEHFTET
a2 TEROMEIC L 5 —EoFEE S EL, B
EORIESCHSREIMEEI D o ALY
v,

SENERIE, Tv T ABITBNTIAT
18D 5 5 A4 7 2 BHEADER, HBHWVIEIXED

BOERIBERICERINSZLEHLAICLA,
EHE E TR IR LA ATPase 3t
B2 CORGRETIINEHES N, 2D
BAHL - BAbBRE T MR TEREFNE W
EEH H L VWEACHERKEICERINATWLD
LHEELTWDY, TOTEERE T XHDAD
B nd, H5WIRMBOEEGICD RRICHEFE
FT2OPITERDLHATHS,
FEARRGOBSLDRIEIC BN TH - 72,
L LEHEOEATIIRAIE L e » 72, b LESR
B ERMET R 21T, dHVIdEMmEMEIELRY
LEnzevs, SEOBRRMOFET TR, HE
BELEBIA 7L B R - L RIE%
Bl ZoOZLRWEENFRY->RFTHES
NnTW5EHEMEZ bHESE,

& B
1. Jv b O—RIRETEI{GIC & 2 EREVERER
iR LR, WEMEEIC MR AEED
FHEBICERID o7z,
2. BEHEEIIS, LI ABOGRMES A TDER
HaHtE L1 ht, TR LMBBEETIIEL (R
MEIETIZD o1, .
3. AEHLL 2 ficxt 2 EHEESREIL, &
EEFIIEL o7z, L LBRHES 4 TDB
S EL 2 EFICIEL 72,

X [

1) Dubowitz, V. & Brooke, M. H.: Muscle
biopsy. A modern approach. Saunders,
London Philadelphia ’rronto, 1973,

2) Takagi, A. & Endo, M. : Guinea pig soleus
and extensor digitorum longus : a study of
single skinned fiber. Exp. Neurol., 55 : 95-101,
1977,

3) Mizusawa, H. Takagi, A., Sugita, H. &
Toyokura, Y. : Coexistence of fast and slow
types of myosin light chains in a single fiber
of rat soleus muscle. J. Biochem., 91 423-
425, 1982,

4) Jolesz, F.Sreter, F. A., Mabuchi, K., Pinter,



5)

K. & Gergely, J. . Effect of various forms of
hypo-and inactivity on slow muscle. Adv.
Physiol. Sci. 24 : 57-68, 1980,

Tabary, J. C., Tabary, C., Tardieu, C.,
Tardieu, G. & Goldspink, G. : Physiological
and structural changes in the cat’s soleus

muscle due to immobilization at different

6)

lengths by plaster casts. J. Physiol., 224 : 231
-244, 1972,

BINEAT, RAERZE, BR R, i1»  ERAK
FHEHOIRE——ABHRE & DHEE B N2 bic
DWT (). H23E B AMRESB LW, .

254, 1982,



7) MR B SRFHE T v b (Buffalo/Mna rat)o
TR IC 31T 2 dHER LR AR T

B OH Xt B
MR nE K #E Z & KW ORI & BT
Mo B w18 b
= # LCHMAACI T v b (BWTAZ v  &88F) 2H

FigREEHRRIET » + (Buffalo/Mna rat) I3
oy FICHNEBRAIUET LTS, BRIZE
F . F O TR IOV UREIICHEBRILEER
BIURET 21TV, ROERSBESLPICL o7z,

1) BafgiEH<F4$ % LLAET, & 512 rotor load
THBDERIET TS L NENS, type HEHED
hypotrophy #5884 & #1172,

2) S POV LBHEHICE W T type T4
HEIC D IRED D B Z L adnge,

#E B
Buffalo/Mna rat (3 IRAE B SR SEIET » + &
Lcmsntsy, HRISRDFENHET » HIC
1313 & A EF100% R IREATRAES B 1990 | F ok
S M3 v b & HAUKEIDEHA L TE D, ro-
tar load T performance time #$47£1028 & 9
BBUET T2, &7 v F OERHREICOWY
T, EFEFERE B L UREFEIRETDD
L O ENT WY, HELHERIIEEH
EnTwiv, SEKRZIEIET v P OTREBICD
WRBRME S LN ERIREN 2B k- 2D

TETOEZEMIBET 5.

NRB L UHE
e e L CTHIRAEE RFE F v | Buffalo/
Mna rat (LA FTBZ» b &£88F) #HwWw, MR

* FHBAYEFBE—AH
+* BHIRH AL > 8 —HRRFTBHAESD
*x x BHIEHAZENAR

Wiz, &7y MIZEREBEMICEL, 18 688

(BZwv .5k A +:3m), IIE:
12~1388 (B> F : 6L AZv b 61L),
IEE . 21~38Els (BZ v F 56, ATF> !
6C), IVEE: 70~8LA®M(BZ v b 1 6L, A7
w b} 15 D4 I, &7 v PED TR
A IREL 7, TRRERIZ(RE & L CRELME (B
T EDL &B&%), BIEEH, WEEHE, BELL
T HHE (BLTF Sol. xB83), BEER £ IREL
2. “BBIy P CRTRMBHREND D L DA
BA%DEETETINS D, SEAKRET Y FRIK
FOMRL D Bz,

BRL-&GEGERLNEL, REEORE
LT, HER/MBELCIT MW/BW &
BE) HEHL . S LIEEEIRA VYR Y
FIATARTEMEL, EFUN ERLEEE
BALERE LTk »72, BElZH-E, V7w
2758, NADPH-TR, menadione linked «
glycerophosphate dehydrogenase, cholin este-
rase, ATPase (pH10.5, 4.5, 4.2) T 5., =
72 EDL & Sol. 22w Tix ATPase eBiF4E %
SEGEE MM, BRI E12515 5 L U2504%
& L, Zeiss TGA10k EEsrAr Bl €22 T fiber type
S EERELBE X P 7T Ak ERL 2.
BLIZHBINCHK AT AT I L 2ERL.
$7: type 1Mo 65 HEE, FHtype II R
MR/ FHtype I M H#EE L (LT MDR & B
%), fiber type BIC B IR SEHHARMELEH (B
T VI &BEd) 2HML A,



= ®
THEHICEIT2 MW/BW 2% 1, ®1IiR
¥, BlH type IHARMEDSKER S % 56> 2 EDL R0l
BEHZELIIMW/BWIRBS v F CHEICIET
L, type I #f#EA S % 5 Sol. Tz E=st

Ronhro7, 72 EDLI2BIF2BIw F &
ATy} MW/BW O3 & BB TIZIZ—ET
Hotz,

MBFEEICIE, BTy FowFhoBicsnwT
b, BRMENEME, BAMRRS, REFRR, &Y

Rl HBERMKEKR (MW/BW)
Buffalo/Mna ACI
EDL (10°-¢) 369.6 + 28.5 * 506.9 + 21.5
Tibalis ant. (10°3) 150.7 + 8.5 * 202.2 + 8.4
Peroneus (10 -3) 100.6 £+ 5.4 * 114.6 £+ 6.0
Gastrocnemius (10 -3) 490.7 £ 37.5 * 593.0 t 43.8
Soleus (10-¢) 436.2 + 32.0 473.4 + 43.9
* p<0.005
®2 EWHH (EDL) 8LU00558 (Sol) ics32 type
P BRHED R, F3 type ITARMEER /¥ type | iR
(MDR), B#{Rz=FHEHE (VD)
EDL
I 11 111 v
% of type I fiber
Buffalo 4.92 £+ 1.03 10.51 % 3.58 3.28 £ 1.60 3.88 £ 1.27
ACI 5.73 + 3.77 8.72 £ 2.06 2.75 + 1.88 5.02 £ 5.51
IT mean diameter/I mean diameter
Buffalo 1.11 £ 0.05*%  1.03 + 0.09%** 1,38 £ 0.05%* 1.17 & 0.09**
ACI 1.18 £ 0.05 1.23 + 0.04 1.47 + 0.04 1.38 £ 0.11
SD/mean diameter (107%)
Type I fiber
Buffalo 129.2 + 6.2* 149.3 £ 28.1 110.4 £ 21.1 132.0 + 7.4
ACI 114.0 £ 2.9 160.0 £ 34.1 138.3 + 14.1 139.0 + 33.2
Type II fiber
Buffalo 214.4 £ 6.3 175.2 + 9.1%* 195.2 + 15.4%* 193.4 + 7.9
ACI 200.0 £ 13.1  206.8 + 19.9 227.8 + 9.4 177.0 % 24.]
* p<0.1 **  p<0.05 ***  n<0.005 Mean + SD
Sol.
I II II1 v
% of type I fiber
Buffalo 64.0 + 3.0* 84.8 £ 2.9*** 80,8 + 4,4*** 78.0 + 3.7
ACI 57.5 £ 4.7 64.5 £ 2.4 68.7 £ 3.0 77.0 £ 2.4
I1 mean diameter/I mean diameter
Buffalo .785 £ ,042*%** 858 + .050*** 994 x _024 .872 £ ,105%
ACI .927 £ .013  1.022 + .042 .966 £ .032 .972 + ,034
SD/mean diameter (107?)
Type I fiber
Buffalo 1568.0 + 11.7 185.0 + 15.2** 180.8  11.8** 186.8 + 24.4%
ACI 164.0 £+ 8.0 153.6 + 9.9 155.6 + 10.0 154.4 £ 13.1
Type II fiber
Buffalo 133.5 # 7.3 163.2 £ 12.7** 145.8 + 33.2 206.2 + 57.2*
ACI 127.0 £ 5.1 137.0 £ 13.4 125.0 + 3.4 130.2 + 21.3
* p<0.1 **  p<0.05 ***  p<0.005 Mean % SD
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2 A:B7v FEIVEEUVLDEHED NADPH-TR $+f (I, X200)
B: A7y FBIBEV 5% ATPase pH4.5%:6 (I, X100)
C:B7v FBIEVLDHD ATPase pH4.5%f (JRX, X100)
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BotsEZ COBOFRIIR LT, BREH 3
W HIREMRE 2 MENIC IR T AR LRS
NZLhroz, FEBRIRICEITL2) > X T
T—EEEDL, MERIICERRbNkr» o7, L
»L, BZ v FIVE® Sol. Ti3 By LEERiIE - <
= DEND B B RHRHEITIML Tz (K2
A).

EDL 8 XU Sol.ic BT 2 BHN% A H A+ 7
ZLoEWMTy FEATHET S E(E3), EDLIicH
WTIREL AT 7LD~V ICBHRL L LRER
3BBDLUd 57285 Sol.TIEBZ» bicwnwT,
type I#BHED &> 2RI EML type IARMEHS
type THRMEL D/MEEL LY, W type DRHED S
HIBDILAT> Tz (B2 B, C).

Type 1 BN EDHDHEEZES » b MBI THE
FRICHEL TA% &, EDL TREZEZEIZI W
A% Sold 18, NNE, HEICEWT, B T
AEICHML T2 (R2),

MDR ##%&t 9 5% &, UIEE» Sol.#kk =, EDL,
SolL,.kbB7 v FTHEBIETL W, Zon
HEIZIBT v FofRICHEL THET 2MEIERE
bitkroiz (FR2).

VI # & fiber type fliclt#3 % & SolicB W
T, BZw bTEMLCwWaEmrRsn (R
2).

* %

B7 v FOIgRIZAEEZBE L T Wister &7 »
FRACIRT v FEDKREL, £30AMELY
MBROBEEALH B D, 18, A0S » F Tl
121310026 I BgRRiE A A &, IR ERIZ208 2 T
2% 5. FaRRAEIZEEEMEICINIE L 22 LR MR
FEREHED ) > - RO FEEMICTFET 2 RE L &

Z’ 1)2)3)4) .

A7y MET v b L HEEEAEALTE Y,
rotor load i & % performance time »*HIiREESE
ERTDEZIGARE L D BBUCETL, 0%
IZIT{EVEESI T plateau 135§ 30,

TERBICBIT2EREEENRETIIEHEER
BRI CEEHEIE L 3R L - 2B 5E5E,
WHEHETH»R LY,

7 v P DBEEBORERRRICOWTI, SR
B, RRRMIEFHND/ T 7 4 P EEPLEFEET,
BARHED MR R A S 5 2 L 0 BES LTV 3D,
Lo L TR IC BT 2 ML R R Cla e R
HZALL 2R b Nk 2 v S i pz ShTu
%’6) .

4 EFK2NDIT% - 72 EDL & Sol.icDWTDE
BETIICTAICH & 2 2 RS 2 W 3SR
REIZR L Ned - 72 ht, MHBILSEEIEEMICK
FTLTA2 &, Dtype MBI KIS % Eod 2
EDL TiZ, MW/BW »B>5 v } ¢ 6 BT T
ICAZ 2 PEOAEL, 2% LIIIT—FED R
28D, —H, type I B#HNE K% L2 Sol.T
REZEZ»RLN %G, 2JMDR#, BS5 v F ¢
EDL, Sol. DT FHICE W THBEIC/IE v, U Lok
FEN, BT FTialREH»SET 5 LIAT, X
51213 lotor load TEBIRAYE T3 2 & D8I,
type I R4 hypotrophy #°% % = & HBH & 212
o7z, 2% Y, fast twitch muscle T&H 5 type
IIRMEICR LN D &) B bick D, MREESRE
DHEFEEIZBEEZLC, BTy F DEHEIIET Y
2DEEZLND,

¥72B7 v b Sol.TI3, type I MDD L& B
WEHMA Ty ML TEY, AFEX}
77 LDGAGIRHIREN > TE Y, ELEERIEHE <
F—DEND D B FHBMELIEML T2 e &
N, ELIZHRBMECBNTLTL2DRE (5
BiE?) FET LI LHTRBENS,

BB Z v ok %ic, TRESEINILA
ERBLAzLOI TN, Tt brother sister
mating %23 & 5 LB 4 LIS TRAREF T » b At
Exnk, LarL, F2HRLIBRERSFEELD,
BonTwiny, WRE*5I25ZTRBIETFE,
TEBHREZ5I 2B TRETFLIZEELZS D
DEHAEN, TERMHGRIAET v FDIELE, #
DIREBFEHREHIGRDOBRETH 5.

X 73
1) Matsuyama, M., Amo, H., et al.: Motor
dysfunction and musclar abnormalities in rats

of the high thymoma Buffalo/Mna strain. ed.



2)

3)

4)

by Satoyoshi, E., University of Tokyo Press,
Tokyo, 1981, p. 81,

A 1WEER, KF5I4T, 134 © Buffalo/Mna %7
v PMcBIT2HAREMRE., Exp. Anim,,
30: 67, 1981,

Matsuyama, M. & Amo, H. : Host origin of
lymphoid cells in thymomas developed from
subcutaneous thymus grafts in Buffalo rats.
Gunn, 68 © 293, 1977.

Matsuyama, M., Suzuki, H., et al.: Ultra-

5)

6)

structure or spontaneous and urethan-induced
thymomas m Buff/aldx:ats. Cancer Res., 35
2771, 1975,

Kato, F. & Watanabe, M. . Motor dysfunction
in spontaneous thymoma rats, Buffalo/Mna.
J. Pharm. Dyn,, 5, 727, 1982,

8 Th, KZE %, I BRREWRES
v MC BT 5 BRGOMEBRILFETR, BEA
e BREEMR R BRI R, BFI564F
e S, 1982, p96,



8) EH/UMTC A a7 4 —FHIRA
myoid cells DI RBERIAR ST

K &

HwmhE A Kk 5
Me tB =BT

BPANa 74 —EDETNEMTHEHT A
re74—5% (B REB) 13, XMBLEoak
PEKRELCHERELEZBI T R TS
NBETHS, —FH, BREHIABBRAD
mast cell, histamine DAY, THIEERE?
FHE ST 35% IRA myoid cell DEEETIZ
BLAEZINTwE VW, SHEERIZ, EERY
2 RIRA myoid cells DB ZE{L 2
BORET % L 3kic, EET CTOMBRRUCKMEY
B 6 DEEDOEE R U Acetylcholine  receptor

(AChR) DBIEICDWTHRET 22 72D THE
T 5.

KM RUFEE

(DE# R U85 & RE6O MR E R Hie

IE¥ (line412) RUE ¥ 255 (linedl3) 721k
BRINEREZ &2 3TFOM ) ML, 4KE % Met-
tler H35 AR CTHlE, EMARFBEMSBT CRRR 2
2L, BT THEsBEOME S FE L BIikE
SELICRN KD, —BOBE L 53 - 72 MR
NAFRY L, WREE:FRBICREL, £
MR E L BT L 722,

QUIEERUE Y 2ABIEMN myoid cell DEE
IR

EERUVEH S A¥K21H B A3t 8 BB D
BREEOHEL, ZVARF > + TUH ZEK. H-
E, Gomori-trichrome % & DA B 2TV
W2 BRET L 72, BEiz, £2 B0, 14,

* REEFERAFEFDHENT
* % R E MR B AR BT ERmEe

}%*

Ol S
b T -

18,218 B R &AL 1 HERU 1 EL Lo (£
S5 LB DBIEREEL) H L, 2.5% glutaraldehyde
Bl%E, 2% osmium B CHESE, BRAKBE. JGIH
12413 toluidine blue RV —HE 2TV, &
SBERIIEEY T, KESTERBHKETH
-800ic CTERIHMBAE #1T- 7=,
BIEE R U Y R BIGIR & KIH DMREEE
388F14, 16, 18, 218 H, 4&Hfkl, 3 BARWY
EHENF2OMBRRUKBHEZRYHL, BEAD
Febif, HazFom)x) (MRixEAEDHE
BAHIE L Tz L 2 BRI LR L 2),
£2#0.5mm? KL, 27— BAE AN
Z ) w 7 iz explant L 7z, 3ZFE I X, Eagle’s
MEM with Hanks’ salts 80%, %mi%15%,
Embryo Extract 5 %, penicillin potassium 200
u/ml (glucose & LT 6 g/l) ML, H2~3
EIZ3EME 2 T L, SRRy I ABZE SRR THREE,
BEEEL, Jenner-Giemsa Pt %1772,
(ANEE R U 2B & KRBk A M
7 AChR D BAENKRET
EEIBHOEFRUD Y X BRREUCXE
% explant culture # i H. PBS TH#eH%, 2
% paraformaldehyde ¢ §7 B %&. PBS/BSA T
preincubation, 5 £Ci/ml!?* «-Bungarotoxin
(a-BGT) = 1850 incubate. PBS/BSA,PBS
T 3BIFED IR L 121, 2.5% glutaralde-
hyde+tannic acid T#EE L, BLK%HREER.
#7277 NRM 23# %2 H/x—2 ) v 7 EicH—
Ic#Af. 4°C, S5 BMERICRE. 2=F—1X
I2T20°C, 4oMREIEL, 14Xy b TEE

B —68—



1%, BURBRI T2 ABEMICREL, AChR o4
FHERRET L /2. AfE & L T, preincubation K ¥
incubation (=, 10-2 M d-tubocurarine (d-TC)
ZHMLZRAEEEBR KUY, «-BGT T incubation
LaVWERZ2ERL ALEMOEELRETL 2.

& 3

(WEERUH Y XBOMRERD B

IEE, B RBE b L EENOKREIZTFHH40
kg, MMRIZ, TORMTIIEGSEZ 4 ~ 6 FEICH
PNTEY, 6PP AT TEEIEELNEDI-
7z, BIBROBERIINH D RBOFHIEWEE
WhHoreh, MRER RELTIE, X%20.091
%, 0.112% L AEFZZBD U -7z (R1).

QIEE¥ERUVH Y ZBIRAN myoid cell NiZRE
FayERET

IEHE, BHP ABIK10~148 T, BoRERRITER
Iz >oeFk, FREROHMBASAE L, myofilament
13- & NHT 5 myoid cell 24220 H
BTHhotz, UL, HLHIETIE, BERUE
pEEmR L Hulic, HEE, BRAESLIWIEERH
Iz 72 myoid cells »E2H 5 (B1-A),
EIAMIC hexagonal structure (M 1-B), » 3%
WIZZHEREL, HorTHREGBE RO,
L #» L, myoid cell »#tix, [ & #i > White
Leghomf&icl L2472, —F, IEH, HY
2L LEBICBWVWTH myoid cell 3% N TF
L (A1-C, BE), @HFLILZHZHT S
myofilament AN IC$EERL CEH L (1
-D, F), myoidcell »¥, #I@NOHEEICEHS
PUAEIBH LN Lo,

BNEE R UHh ¥ A BMRR & Kiafh AL

EERUB Y ABKRE 7 explant culture T

X, BT, 2488 LIAIC myoblast (ZBE& L,
1 ~ 2 B THE MBS explant & D BEHRIcfHOr
HL, BWwianTizd~6 BICEEEZEL .
LIt DKL explant 2 & F BB AR
HY¥DRFEE2>D, MIPOHEMIROMBRE £
DL LAY ABRWHOF P RIFTH S
%, FDOBOBMBIERORL, HBRIFEICHL
RERED LN -2, —FH, B RABKREG
13, HEESIIEAL D IEF IS L S WEm DT
Hoiz,

FEERUSS ZEBRTIE, explant B LD
) osERDEH L, 24BRFI LI IC Bk AR Ba At
L7z (F2-A)., 5~6HIiCIZMAL 725tk
ofFE B LS (M2-B), 10B8ICI
AEICHEFMBEOSEIBL, 2B ICIIBRETR
BL—EBEREMHED H 5 L - Bisfpiiiat 2
o7z (M2-C, E). Bz WBANEFE, it
Fl— IR explant culture BT 2% ) 2
»H 0, Z i3 myoidcell DIIRANDFIEICIHTE
DB B EEZ bz, Explant ik - Tid, E
B MEARAE AT sheet L Tv» 2 MU DARHMEZE AR &
B L BB UrE L TwW3&RLALN (H
2-D), ZiUFEEENESIC myoidcell %% < F1E
TEHZLE—BTIFAREBEbNA. MRLIVE
EINTHARIE, EERVEY ZABOVTILD
BT, ZOWMBIER, BRIGEICHL»LE
XS LN h - 725, BHY AEBMRERE AR
i3, B ABXMBBERHMIE & RiRIc, HEay
ML D FR LB EEFT L MRS LN

(®2-F).

—7, BBTIIZ, E¥EHKRMERCTEEDRIR
7 explant 7 b BIF 4 BB BAE 22 H 71205
B ARG HDFERBBD T TH- 72,

®1 EERUBHCABOMKREENHE (BIF21HH)

& 3 B B E =2 B kR E B /& iltt

cg) (mg) x107%
B2 | 40.4 1 3.46 45.9 t 9.9 1.12+0.1e6
E #® 40.3 + .14 36.7 +6.3 0.91 +0.1e6

n=3



EERUR Y AN myoid cell DRV EHREER

A,B. 2Ltk 1 HEDMER, A @ H#HIKD myoid cell %32
&% (KED). Toluidine blue #f. Bar=10um. B : Myoid cell
M2 myosin filament D % 4 1) (2 6 B actin filaments H ECFI§
% hexagonal structure # 53 % myofilaments 7*F1E£$ 5. Bar=
0.1ym. BEEE™YV T > - KEBSE - EYfE,

C,D. E¥EBbi 1 £ &2, C  BAETEBICHELZ
3 % myoidcell #&& % (KEN). ) —4fs, Bar=10gm. D :
myoid cell HIZ Z#HF %3 % myofilaments 78§75 L THET 5.
Bar=1 ym. BfEEV 7 > - KBS Hivf,

E, F. Y 283 1btk 1 E L EE 2 BiR,. E | FHMHE D myoid cells
#i$ 5 (KEN). Toluidine blue ¥, Bar=10gm. F : myoid
cell Wi ZH# #H3 % myofilaments %%, IEHH & FEICHFET 5.
Bar=1 ym. BFEE”V 7> - KBS HYf,



2 EERUEY 2R OISR

A, B, C. E¥RUE Y ABIIROMBIEREDMAIEAMEEE R,
A IEFEBMIREEZE 1 HE, Explant(E) £ D) > SERR D I 40
RarEM L, BEEOMALHEE L tEsH T3, Bar=10gm.

BB ABMIREEFES HE., ZHOBEMEOTER S kD T
% (REB). Bar=10ym.

C  EHBIAREEEEI2H B, M2 TR L 72k L 72 Gl sE e
L, EBLE@EBDHLNS.

D,E,F. %> 2%BWiRs%#E13E H. Jenner-Giemsa L.

D ! Explant & ) %4 7Ric EERMEMBE BEE L (KED), FEE
HHAE AT sheet L TV 2 SMA D ARAESEARRL & DBEFR A & 5 HHEL H98
E<BUHL T3, Bar=100um.

E ! F, D, of#ilandn k%,

E [ B e ek L 2l % 2432 5. Bar=10um.

F | —BDB AL FH L 22 %585 5, Bar=10um.



3 EERUH Y AR & KFHERE ML LoD AChR DF/TE

EERUEH Y ZBR & KR %3 3 81%'%1a-BGT Ic L 54—
VIO H T T 4 —, Y,

A EEBXRGERGMIL. B 82 2 KRR,

C B> 2 Hha R R >R £ FH .

A~C, »§ndgMhg bico@Mic AChR 2885, —#BIC AChR
MDY L 72 hot spots # i8> 5. Bar=10um.

D :ihy 2 R R AR O I 133 L (TRD R W Bh#lliE & 320,
2D EI2y MM AChR 2385 5. Bar=10um.

E | IEH# KM KA M#EY. Preincubation, «-BGT ¢ incuba-
tion B#121072 M d-tubocurarine % 5L 7z BL# £ B T3, Bh#fife
ICBRBRL T I BH 5N, Bar=10gm.



WIEER VT > 2 BimkR & K eskmmia L
7 AChR D BENKET

EFEIBBOEERUE Y AR & KigE5H
KB ECE WThoBaeicd vt
AChR» B L, Firic AChR D% H L 7z hot
spots ¥EH LN (B3 -A, B, C). 7, #
v 2 JEBRR SR AF KA T, 90um KL EDIRED KV
BB MBASSERE L 2%, FoMa kic b ueikic
AChR Z*EF#ZEL 72 (®W3-D). —¥K, 1002Md4-TC
MU 7Z-RAEHEER (M3-E) R, a-BGT %
WML 2 WEBRTIE, BURBRTIE A 2 »
7' hicHEEET, FREBRTH M Lo AChR Io#
& L7 «-BGT i3, RS LEZ LNz,

e %

By ABIBRERI, FTEHILD LB &N
4% TIZTE.Cosmos ¥, K. Kline 5?2k - T
HEEI N T3, K. Kline 413, New Hampshire
& N, strain 2 2% &, White Leghorn ¥
% Hy-line SC strain # IE¥#H & L, H1bi%25
B, 1008, 365BLI ETHEMREL, I dH
2R EECH LAELTIBS LT3
EHEL T3, Ra D lined12 R U lined131 X
3 HMLERORETIE, HHICEIBDHLN LD
Sl THZ IR, S TOREVHEEICL HE
B, HMbitd LR ENIEL T 5D
PEBORETPLELRBRbNS,

EHERUEE Y ABIRA myoid cell iICBEL T
iz, K. Kline 52, 31bki%25, 1008 B DR D
R, REBMBFENRETE2T-oTW3, &
513, MWD myoidcell & H SDH HETIE
D, ATPase e TIIFTHL LRI L3, IR
HRB#TH B & L, myosin ZHIEBECETHD,
EERVCEHY ABRERMND myoid cell ¥, #%,
FAFICEH L ABEEDEP LTS, &4
F Tz, EHERUEY 2BHRAN myoid cell D'E
BMRET RO 1L R R0 EgkEtid e &
N, RRDSGEADKEETICBNTH, M
Ay, EFEAVICEBIR, HbElE, EBICBWT
o aZEIIRD LNk o7z,

EH, B2 22RA myoid cell 2, ZH2H

4 % 4 DD myofilament I3 FRIAN TEESFL 72
RBLERMBICH B LBbN3DS, in vitro T,
MEDOMEY b WTFN LB EEEL, BRIUE
DHDHEBL 2 BEHLIWMBEL, AChR D4
S KMGHRHMBIBEERKTH Y, WKRA
myoid cell 2 ARBEHICHILT2EENEZL-T
W EEZLNG, T, BELZRD LML
12888 5 N - 72, Masaki 6913, ELHBE
B I3 B8, R, (08 myosin BFET S & H
HLTHY, Sugita 5 L B myoid cell i
I3, fEPkET, myosin O B8, K, LHHEY
heavy chain #*HFET % L BEL T3, L H
DFLHBEEY), FIEERIEE L, FREIRA myoid
cell 3B ICSHIELT 28N EZHFLT530D
HAENTRRBLRETRAIICFEL TSI &
2ERLTWB ERBbNE, —F, BETTII,
5P ASBIBRE SRR ARAR L, KBOEESRE MG &
FEIRR I Hsagni & D IER L, ZR»S(HF
ETDLI L LEZD LB ABEBRHOERE
B rBbhnsd, LarL, BMRATIRERICK
SN FE THEEL T D28, K FE &I
ESEICHE Y, 1L BB ABKEHET
I, mmlasEEL#EDICKkL, BEEIND
SAEOER EFRICHFEL TWHDEERL
nas,

A
]

7
IEERUEH Y ZBRAN myoid cell i, &N
THEBEMNICHL P L ZZRBO L o2, BET
T3, WMEDOMRE VAL 2 EBEBATHBEL,
2Dk ko AChR 12 XME IR #HAE & BA &
PuEEPEDEr o2, LL, HP ABMRE
SRR ARA I B ¥ AR SR A & AR,
W L ) =D S A E2RBH2z. $21
£ FRRB TR, B ABARWE» S IXE5HS
BEL#g oL, EESAEHRUEE D
R LIz REF e hilanBE L EH,
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1) Befus, A. D, Johnston, N., Neilson, L., et al. :

Thymic mast cell dificiency in avian muscular

’



2)

3)

dystrophy. Thymus, 3 ::369; 1981,
Kline, K. & Sanders, B. G. : Demonstration
of a cellular defect in the thymus of hereditary

muscular dystrophic chicken. Thymus, 4 :

"9, 1982,

Cosmos, E., Percy, D. Y., Butler, J., et al.:

Thymic-muscle interaction :a nonneural

influence’ on metabolic differentiation of

anaerobic muscle of normal and dystrophic

4)

5)

phenotype. Differentiation, 9 139, 1977,
Masaki, T. & Yoshizaki, C. : Differentiation
of myosin in chicken embryos. J. Biochem.,,
76 : 123, 1974,

Sugita, H., Nonaka, I, Ishiura,S., et al.:
Biochemical and immunological studies of
rﬁyoid cells in chicken thymus. In “Myasthenia
" Gravis” (edited by Satoyoshi, E.) , University
of Tokyo Press, Tokyo, 1981, p. 321,



9) TR bu74—% -« KFEMHas 5> CPK Dk

TR & '
L5 A Ak 2 @ Fmt o\ T B
B8 # LR THIEL 2,

i CPK B3 At u7 4 —EBKHOER
HIEEE o TWD, TOEPICERESIND
CPK i3, Duchenne & 2 b w7 4 —ENAER
R CLEEERL, PRI T 4 —EEATY
CIBEERICREL TWB I L 2RRL T 5.
®aid, B AR 74 —ERBORESCDE
DES BN LS AHTRIET 2D, F
722 E CPK OBHEWIRR L ENE &P
b sNrEHELPICTHENT, PAFRT74
SRR & MR E R SRR £ F LA T T
formsgl, EEREPICEESINS CPK Rutbo
MEEENEELAIEL, HEBRETL L.

FRLZY A P74 —%i3 Lined13T, HH
EBARBHENE Y A Fu7 4 —RIZEFE LD, MR
E#¥EI3 Lined12T, W& E D il AR (el
L C homozygote TH NV, HLA+twa7 4 —ift
EFORIBIC L 2HMBNENLNEL L LD H
ENCIIIFE LB Z Lz,

;] o
1 . BFAERT O IER
sz b w7 4—% (Linedl3) B X UNRIER
§8 (Line412) 7 10HRIGHE % HY HL, 0.2%=
5 44—+ (Sigma) T 5 & [HI37°C TR, BHR
Byl BEE L PR 2 L7, #6 X10°cell % 35mm
FoyaS—4 v % 84 L7z culture dish iz &\ 72
s34z Dulbecco’s Modified Eagle Medium
(GIBCO) iz 5 % & mi# (GIBCO) &3.5% Chick
Embryonic Extract (IE®% 9 ~108 &% |
#) &Nz 72 b E1L.5mlTOMAL, 37CH CO,

* PUBERRHERR
** EEBHERNFBAMRRPRELPHRE

2. Yo FY X rBREEORE

2 Hiz 1 Ao 2 38Hl, HVEhiE
LEERRLY Y 7TAEL, EROFL WERREM
270, H T NOEEEENEI33000rpm105y PR BAE
LL, FiBrEREEORIEE T—20°C THEF
# L 7-. CPK, LDH, GOT, GPT BHEIZTT
FLH>7LEAWT, BEHER (ATACT05)
TR ICRIZE L 72, HEaIERAE dish i< 2 HHEFE
Rz incubate L 7-#Zin B ZRIEL, 2%
basal IEHEE LT, Hr 7 NnEnErEREEE
R L7z, 3~ 5HDRESEHENdishicDW»TE
NENEEREELREL, PHHELFRREES
HEL, E—{EcBL Tk tRERIT- 2.

i g

1. SFHRRROIEIEIRIE

Bimeames |3 $r3RpAss 1 HIRED HELE Z 1O,
3 ~ 4 B4% % T2 myotube 2Rk L 72, 7 Bi&HR
4 & fibroblast »#MA % 5, 118 BiciZ dish
DEEITIIZ—EiIciE - 72, JEFEEMSRIC L 2B
TiE, PR b7 —HEIEREEME L MRIEE RS
RGO, Mk, TR LEELER
BHLEL» - 7,

2., BREHOREEER

198 F TICHEEENE I EEE L - BERIEED
BEEPR1ICRLE, PR o7 4 —BEROE
ERHRIa Y & EE S 7 CPK ORI R L K
gL CHL.EIzEL 2, e L, LDH Y
Z a7 4 =B LEDFHRRENLND, R
IR LN h 72, GOT, GPT IS b HAELE
X b e -7z, GPT RARFET T, P33
I D L ABHIEETeA FADEEIRLIL,



&1 Release of enzyme activities from embryo-
nic chicken pectoralis muscle cultures

Total Release  (IU) x 103
CPK LDH GoT GPT
Normal 134 2396 522 -28
(line 412)
Dystrophy 253 2580 472 -27
(line 413)
Dys / Nor 1.89 1.08 0.90 0.97

Initial cell no.; 6 X 10°, 19 days in culture.

3. BREEERORMNEA

2HEICHEL 72 CPK BFENHBEE LR 1 i
RL72, PR 074 —BOEEGHEETIIER
BAghitd 5 CPK BREIZSIIL, 7~9 HTRM
L, TNLBERL 72, SREEBTLEREZH
LEMBIIEFALKE L LML, 7~98I

BARMEICEL, LHRIM{EL -~ ToEgi 2R 722,

7T~9HTHOCPKEMMENP A tu7 44—k
EEBNERREL,0.1%DERETCEETH -
7z, '
AUV 7NnEZ2HWCEEICRAZEL 72 LDH »
WEERNZLZ R 2 icR/ L 2. LDH EH o

CPK
20 9 days *—e Dystrophy ( line 413)
o0 Normal ‘line 412 )
©
X
2
280
>
o
<
£
(3]
gAor
3 S
o S
g A
] |
a VA e
0 s | o
§57911131517192123

Days in Culture

1 BPRXFu74 —BRMGEEER» LD
CPK b8
(6 X105cell THA%EL 72 dish 24 ) DiEHE)

. aoor

£ |LoH

5 &~ Dystrophy ( line 413 )
E‘ o-o Control ( line 412 )
)

k3]

¢

- 400F

a

-

bl

ki ~0--=0

)

357 91 131517 1920273

Days in Culture

2 BPRLEa7 4 —BRBGEEERS LD
LDH g
(6 X10° cell TRAZAL 72 dish & D DiEHE)

BIZZR o7 4 —SEEGEIL LD L DHIE
FHBITHERTORENE» S EHl D 2 L oo,
< EL &5 ZEMBATEL:. bbb,
HERMB®E»LT~9B T TKREBICELL,
13~15H TEBHIc#EmL, L L2, CPKiE
MDEBEDI TR TH 727~ 9 BOY > 7T,
LDH #HMEDEREIZ &ML TEL S, L
SEERL 72,

GOT, GPT i3I A& L Z{LIITREF, 7~ 9
BOYW 7N TLRMBOEIN 20 - 72,

*. =

VAbMuT7 4 —BEBOMREELRANT
CPK it % B L 72 845 13 Weinstock 52,
Ionasescu 5%, BER LY H»*H 5, Z #1512 fibro-
blast DFEE a > P o — N LT WEETR,
Ronizl, 2aBEToV> 7)o 7ickn,
PRAba7 44— 50 CPK HEEEIIEESE L
HBLEWZ L 2RL72LDTH 3PS fibroblast
DIEFE & TBITIR 2 72 &M T T, CPK Bt sk
HIZILEMBOBER b B L 2 L BT - 124
MRTLZ R I v7 4 —FB8» 50 CPK #EEix
FEETE /2,

FHRTHEALZCZA P27 4 —% (Linedl3)
DMH CPK U~V BIE#HS (Linedl2) icks
LTHAET, 72 LinedI3DBREIZ T TG
ICEREICR I 2 2 SN TV 399 | AHFFEC
Lined137 a5 #1453 2> & ) CPK i& & 485k



8 At Lined1200 ¥ 2 {8 TH - 722 & I3, I H
CPK BEnimndie{ & b—iBi g ML
T2 dfaEED 5 ) CPK DEEEIC k2N TH
2L ERLTWS, PR 074 —% Linedl3
DB HLE L EH S Lined 120 553 B #lRRIZ,
FrEEgIcIZ & A KRBT E X WD, FHRNEE
EBETTL, BEXHICEXZVWRETD
Lined13ic 3 W Tz CPK m# 251 s 82§ &
SHTAIU T4 —ORECHEET S EEbNLS
RENFTCIBI - TWRIEERLTWS,

CPK nEEIZE 1ICRLz & JICHEEET ~9
BizEEZIc R 7, Lo LE LRSI EaEE
#HftETH2 LDH #i3 Lo, GOT, GPT HHE
Boimizsel AL oz, TibNEHE,
@ CPK B h4RIa DIRFEL &1 & 2 MR NEE
FZOEBERMTERCEZLNTENI L, @
CPK OB BN RESILDTEN AT —
s, MRROMERR L ERENEBELEGTIC
FBZ-72Z EERLTWS,

CPK 78, myotube #* dish B IZ—HIC
VD AH-TWT, 7 fibroblast DMEFEL A H L
TwnwT~9BZFTICERID, &Lk fibro-
blast D IHE X IXERRICL L AR L2 %D
T, CPK Dt IEI3 myotube THHH &FE 2
53, L LBLERFE T3 myotube BASd o fHlfa 5
LEBI>TWAHREITET S LIZTE LY,
ER LY I56EENAEREICB VT, CPK T4
VAL LOBRETEIT AV, 12~13BIREERH P X
a5 i3, CPK DB D & MBEADBAITICENDT
»B-r %7 LT3, Fibroblast DA NEFE%
) MR CPK AT A4 VYA LT ENED
ElhrHEHI N0 EMNBL b5, SERET
TLLEIFSD.

%7z Linedl3¥ X b o7 4 —ElficBWTIE
EHEHLTELCHEML T35 PK, Aldolase®
7 & DM EEE % F3X, CPK BN R R1E £ FERR

TENIE, FORAA=XLOBRIZ TEERHFED
BEEERAEZISMEELERTIN) L)
BRI 20, HEREOEMHRL L TLAKRD S
REELUDTHAH).

BLIP AT 4 —BEHMAREETREED
BEAlc CPK o Eds 8 = 5 & T4, ZFH Ll
ICELTWa PR o7 —SEICBIRL %L
25 25EEEL), ZONBEMIBRIICXE
074 —REBFOBRBAICERZEREZL LT
ZEHHHEFTE B,

X R

1) Wilson, B.W., Randall, W.R., Patterson, G.
T. & Entrikin, R.K. : Major physiologic and
histochemical characteristics of inherited
dystrophy of the chicken. Ann. N.Y. Acad.
Sci., 317 : 224—246, 1979.

2) Weinstock, 1L.M,, Jones, K.B. & Behrendt, J.
R.: Development of normal and dystrophic
chick muscle in tissue culture. J. Neurol. Sci.,
39 : 71—83, 1978.

3) Ionasescu, V., Ionasescu, R., Witte, D., Feld,
R., Cancilla, P., Kaeding, L., Kraus, L. & Stern.
L. : Altered protein synthesis and creatine
kinase in breast muscle cell culture from A
dystrophic chick embryos. J. Neurol. Sci., 46 :
157—168, 1980.

4) HRE, EFETT, BIXEE  BECXbV7
4 —F XD CPK 74 V44 4.
BEE - HY X e 7 4 —ENRERFICEET
ZEBEREUITZE, =IFHE, PRAIS6EEMARES,
1982, pp. 31-33.

5) {TIBERER, 13 ¥R b7 4 —FXIcOWn
THOTFHIBREE, EEE - HPA 74 —4E
DOREOFTHAICEA T R, ohHE, BES1E
E#EE, 1976, pp. 9-14.



10)

PAMa7 4 —BRBEPMICBIT B superoxide dismutase,

catalase, glutathione peroxidase, glutathione reductase

WHEDEEIZOVT

X B %

T &I

BURbu7 4 —ENREBRFIIUBTHTH
2% EEBREICLIMEESEEZ IR#E» D
D, ZOMPELTHE A7 4 —HRHICE
1% glutathione peroxidase &N _EHRY, &)
METNTHEEPRALu 74 —BEBHICHBITS
superoxide dismutase, glutathione peroxidase
DEE ERIFBITENT WS, 2l T DR
ELwvwis, BERFHLY NLOEH»HERL
TwZTiZ e b nweHEZ, VAo 74—5%
PRACWTHRERHOEIEERRMEEREROREL
1T-72Fr, &£ 1:BH X VEEIC I W & FEBERE NS
WAL e 74 —HBTHBCERLTEY, &%

BFARDNHRE LRI RZ2BELOTHET 5.

;] &

5 &1z New Humpshir %A ba7 4 —
% (line 413) & Z Xt (line 412) TRKFI %
ERBWPRFRA (WE) &0 AF, #bikl
BH, 2:88, 4:8B, 4 5 ABiC 4 DGEMEE
FL, XWGHO—ERIc CBREEZNELZ. 4
BLASE L 7o BERIE N ic 713, superoxide dismu-

tase I& Misra & Fridovich® 5, catalase it
Cohen 5% > /5 #, glutathione peroxidase I3
Paglia & Valentin”? ?5#:, glutathione reduc-
tase 2 EDJEAIC L - 72, ZEHEIZ Lowry 0%
BFick -7,

& 2

PR LuT7 4 —BOTEEEEBER, MBI
BLAEBRELr>2nT(R]L), BRIIEAYY
DIEYE, BIU, BERNL) ORIEEEH T
BL7Z RIZR2, 3I10F £HTH 355 super-
oxide dismutase i2BIL Tiz, L7 iz & ) FiEL
215 Cu-Zn superoxide dismutase & $EH % 1
3 Mn superoxide dismutase 2 > isozyme »*
HoNTWBDT, BRWMICHRIEELRD, Tas
5 Mn superoxide dismutase {EE#3|\Vi72 3 D
%, Cu-Zn superoxide dismutase /&M & L 72 2,
BEIZOWTHES &, NRTIIEE &3, &
PHEETLHREETLERL T DicxfL,
PRt u7 4 —HBTIINRL O EBICEEIS L,
L2 b 4EBICE— 7 2 RV R 2L 2— 2 25RL
Tv»%., Mn superoxide dismutase IZBJL Tiz,

£l MEEFREC 24— F EERSOEASE
700g Lk & 100,000 F 3%
Dystrophy Control t RE Dystrophy Control t BE
5 1 38| 5.93+0.44 7.41120.34 p <0.01 4.28+0.38 5.86%+0.53 p<0.01
902 | 7.21£0.34 8.38+0.30 p <0.01 4.951+0.16 6.57+0.43 p<0.01
4 M| 6.91£0.51 8.60+0.50 p <0.01 4.85+0.21 6.27%0.21 p<0.01
4 » B 5.84+0.42 8.18+0.42 p <0.01 5.031+0.56 6.40%+0.62 p<0.05

H07 I mg/m)l, mean+SD (n=4)

* BIEERXEHEAR



K2 2 b}v74—%BIc BT 5 superoxide
dismutase, catalase, glutathione peroxi-
dase, glutathione reductas,e i&itE(Z&EH 1mg
L) DHEETHLLAEA, mESD, n=4)

LS Dystrophy | t B E

Cu—2Zn superoxide dismutase®

18 1.112 +0.240 0.747+0.037 p<0.05
& 0254 0.927 £0.199 0.568+0.089 p<0.05
§o4 38 1.350 +0.384 0.536+0.076 p<0.02
B4R 0.993 +0.355 0.41230.062 p<0.05

Control ..

Mn superoxide dismutase®
0138 0.815 +0.076
g2 58 0.706 £0.078
5 4 8 0.738 *+0.126
B4 A 0.556 *+0.060
Catalase**
018 1.23 *0.34 0.20 +0.10 p<0.01
502 8 0.76 *0.14 0.086+0.078 p <0.01
5 4 58 0.99 £0.43 0.052%+0.017 p<0.01
B4R 0.73 *0.19 0.021+0.025 p<0.01

.4194+0.024 p<0.01
.388+0.021 p<0.01
.37210.045 p <0.01
.3441+0.014 p<0.01

Glutathione peroxidase***

01 58 18.71 +1.60

10.81+2.24 p <0.01

®3 PAFv7 4 —FBIZBIT S superoxide
dismutase, catalase, glutathione, peroxi-
dase, glutathione reductase &t ((BEE& 1
g% ) DBREETHRLL 25E, mtSD,

n=4)

o I Dystrophy Control | t RE
Cu—2Zn superoxide dismutase*

18 47.5£10.6 43.9 £5.1 n.s.
% 2 8 45.6+7.9 37.5 £7.3 n.s.
% 48 65.7+19.6 33.8 +5.9 p<0.05
448 50.62+12.46 26.87+3.58 p<0.05
Mn superoxide dismutase®

s 1 8 34.6*+1.6 24.6 £2.6 p<0.01
2 58 34.9+3.7 25.4 *1.2 p<0.01
% 4 38 35.7%5.9 23.2 2.1 p<0.05
F44R 29.24+1.02 23.29+1.62 p<0.01
Catalase**

018 71.4114.8 15.1 £7.7 p<0.01
M2 A 53.8+9.8 6.14 £2.07 p<0.01
B 48 65.1+25.8 4.44 ¥1.39 | p<0.01
44 H 42.1+9.6 1.82 £2.16 - | p<0.01

Glutathione peroxidase***

02 H 17.76 *2.65 8.91 +£0.90 p<0.01 1 8 796 £51.1 624 +£87.3 p<0.05
g 04 M 16.94 £4.25 7.74 £0.93 p<0.02 % 28 887+93 582443 p<0.01
W48 20.27 £2.70 6.53 +1.52 p<0.01 48 818+193 484£50 p<0.05
Glutathione reductase*** #4478 1007 82 415+73 p<0.01
201 M 9.19 +0.93 4.93 +0.93 p<0.01 Glutethione reductase***
o2 oM 7.11 *£1.95 3.29 £0.96 p <0.05 018 390+21 286+37 p<0.01
504 08 8.01 *3.44 1.99 +0.40 p <0.05 02 A 349+81 214+58 p<0.1
4R 7.04 *£0.95 2.13 +£0.63 p<0.01 g 4 A 386+158 125+23 p<0.05
« 1unit=epinephrine N &b % 5021 § 2 BERIETE WHarA 349+15 13332 p<0.01

e+ 1unit=1 zmole H202 catalyzed/min.
»e+ lunit=1n mole NADPH oxidized/min.

EERRIRN AR 74 —HBTHEBICE WD,

BREICE D LR & ITFATL 28Rk 7 —
> #RL T3, KIS catalase & IC DV T3,
FERRBE TIRIEESE bOHTERL, BICRER
o TIEMIMET T2, PAte74—8BTR
ZHIC LAL T ) EHETIIHE 1BB TERIC6
EOEEEAKERL T, FTOHROERBL 48
Bic/hEwe—255 1Y, Cu-Zn superoxide
dismutase & 13IFFEITT 2EBELE -7, Glu-

* 1 unit=epinephrine &t 250203 5 B 5t
»+ 1unit=1xmole Hz202 catalyzed/min.
+s+ lunit=1n mole NADPH oxidized/min.

tathione peroxidase {&M#IZRIZIN P A b7 4
—BTHBEIERAL TS, HRTRBRELEKIC
EET H20IL, PR 74— TIE, &M
BEICHRI—R %225, BUBKLT4L»
A TEEIRARE 2D, MRBENEIFIFLULE
& % - Tvs %, Glutathione reductase 2B L T
LN TR L7 4 —BTHRBICHEE AL
THED, KRICESEENETDL, MNRICHKkET
HEBREICRLNENDATH D,



units / mg protein

* bid
s 420 20
L 416 16
L 412 12
L Jos 8
L 404 4

'l L L L
1w 2w 4w am
Dystrophy
=1

o
10 -
08} -
06} 4
04} 4
ozr \\0’4 A
L L A A
1w 2w aw 4am
Control

Cu-Zn superoxide dismutase (@-@®), Mn superoxide dismutase

(H—M),catalase (&—4A), glutathione peroxidase (O-0), glutathi-
one reductase (O-Q) EENKEIZIF 5 ZE(b. * catalase HX 4
—JV, * * glutathione peroxidase # & UF glutathione reductase
A4 — ), Osuperoxide dismutase 24—, EXAa74—

%%, GNER,

Z b 5 DDRIE L 7 BEFR D FHME % HEdhIc 4
BEEcE > Ty FLTAS EE 1AL
TN, PAba 74 —BENBLNERINTI- E
N33, B, NBETRIEEBRZEONRBICEEL
Tz L DEBEFEERMNAL, KE LIS, 13T
FATLTHEHBRL T LA, YA ba74—%Ti
EEDMEIHEDN MY H 2 DA 6T, BEICH
I EHEDORHEAYE BN TRE L/ S~ %
RLTWBEINLSbHrDB,

* =

EEEEE L3, B TFHERMHICEITE 5T
TWLBRETET LHFFENET, £THERIT
R%E4THMIBARTHRZTRELTE Y, TNHEE
B8 B{LeEIc L ) B ESTEVWD | KA
i3, EURRER,LBCETIBRARIFET
35, THO—EEERAMICTRTEH20mImIC%
5. El% superoxide anion {2 superoxide dismu-

BLZE S AN - R

tase IZ & 0 BERMLAKFE ICRB I 1, BRRILKEII
catalase, glutathione peroxidase i & 1 7Kz
MEN B, —FHEKNTIE superoxide anion

(03) &BE{bAFE» S, Oz +H,0,+H*—>
HO-+ '0,+H,0 (Harber-Weiss reaction & ¥

H,O
C}talase
20, + 2H —— 0,+ HO,
S0D

|

Peroxide damage

ROOH NADP
GSH-P  GSSG-R

nou/\esse/\wmm>

- GSH
Peroxidation

E T RE AL SBHR 240K SOD = superoxide
dismutase, GSH-P=glutathione peroxid-
ase, GSSG-R =glutathione reductase, &%
AR,



¥ 3) OREIET, HO- (hydroxyradical) %
10, (singlet oxygen) #4£3 2 REVAbLN T
3, INLDT Y ANIZMIBEEIBND, TD
VEODBFEE LT, MIBNNEENREERT
BIREDBRRLYH TN TE Y, RENBRRL
2, BoOBEEELBITEIALNTWSEY,
SEZ NS EEBEOBICEEY B 5 DNEE
F#E, PRAIu74—BOREEHIIC, KEEE
STHEL DT TH S, MHBBTRIINLD
5 DOREEEMIZMN L RE & JICHIT 5 55,
274 —BTREEL)OBEHETY, &
BEEL)OREETLERENEAEZRLTEY,
BREFIEIEMINRBEREL(RL>T5E
hirot, VA7 4 —BOREMNOIZER
EIIMERAE VWY, MNRBTIE, ZiUIXEFEDH
ENI0%BTRICA->THE N, BIEFENHEEIZ
21t K, EFECRLe 74 —BicBwTUIZ
NLBEEEOEENICTRERENHZ LN ER
bins,
vz ba7 4 —8BizBT 3 superoxide dismu-
tase IEMEICBIT 2 @& TI3, Francis 5%, Park
59 %%, 4 » AR Connecticut R X P w7 4
—HBlIcBWTHIENEEERZRELTE,
X glutathione peroxidase I2BJL T % Park 59
LR EZHE L, X Omaya and Tappel® 184
ABOY A+ u74—BICBWTEEN LA ZH
EHLT, BEEBRRICLIEENTRELRTY
35, RIEBEREZETHLOBETIE, BHRE
DEAT LIz, BHEKLS OB LML TS %
BHH), BELAEEVBRELRBLZDLD
PEIPICHL TR ES, X, BHREL R
L7zdn2e LTh, WEICHY 2 IR LZEL
ORI EETE X\, b LIEEEREEHSE
LwZ by, BERNH»LEEIHALTWBE
T, BRIZOEICE L2 > TREILA22S, F
IR LB TH B 1 BB L VER
ICEMEREORBICEREL 2BRRDO LAFRS
fn, Beo®FLL2PRA 74 —BItBWTi2
SIERMICEERFERORBEENTLEN H 5F
Ht#E 3 & 72, Superoxide dismutase 2B L Tid
MEE—ERFZ2IT-Th 2, SEAZTNELLEE

FER L 7282 % 5. Superoxide dismutase &t L
BOER%L 5 LMCEZELTASD L, super-
oxide radical (Oz7 )?EREIEIIZX$ 5 KIGHED
EHELEAEEZ 2RHIRLRUATR WS EEFZ
SN 3, 1 513, superoxide dismutase i &
LHEEWTH 2BBILKFEDRBICBEIFRL 2
catalase, glutathione peroxidase ¥ i&¥EH* LA
LT, LS 7 glutathione #@ITHRIIC L
& ¥ glutathionereductase 4 FHL Tv3, 4 L
superoxide radical D AERIEIMA Ve 51,
superoxide dismutase i&HEA*EAL/2E LT,
BELKFRNERIZTZ L L EEZD(THSIH L,
Z 9 7¢ 1L catalase R glutathione peroxidase
DFEEHEML T 2EIIEB LY, KROFRE
iZ superoxide radical DRI MDA & 2 HHEAY
ICHEPHDIEBETH 5, '

KiZ catalase BEHEND LRAICELEND &, £D
time course #* Cu-Zn superoxide dismutase {&
M) time course ZIZITFITL TV 2FE05H,
catalase 0 _EF- 13 B EREKFE LRI T 2 KiE
EEZ B5DHEDEMEL ST v, Glutathione
peroxidase 3 @B ILAKFEDABICERIZIL T
% %%, time course #* catalase X Cu-Zn super-
oxide dismutase X3RN F|0 Frk % F-> T
5DTIEwhreEZ N5, BB, 212l
7z superoxide radical, hydroxy radical, singlet
oxygen FZEZER T REDBEILZBL T
MHIOBMEEEL B THFIEZ LTV 525,
glutathione peroxidase I3BERLIEE & BN ER
LIREICBITT2HBICL VEOBREL*RETHH
a8  » T, glutathione peroxidase DiEME L
Fix, EMBEOER LA —RNBRAL—IE
DR ENRKZ TRT 5. I DRITSRER
#1) malondialdehyde #* E& 2 Eic L WV Y
ICHREOBBILEEL TWEHLE ) »REFTES
DT, RORAT vy 7ELTTFEL TS,

F & ®
1. New Humpshir B2 2 v 74 —8BiXEH
superoxide dismutase, catalase, glutathione

peroxidase, glutathione reductase % #:%% 134,



2:8, 438, 4 » ARICHIEL, NRBIEHEBNHE
b= ot S DR AN

2. IEEMRBICEWT, ZibEBERIGEHIIRE
LI HIEE T ULRBETLERT 20128 L,
A Fu 74 —BTREESFHBICKLAEED L
AERTNAL LT, RERICL ZERELD S
—LRETH- 7.

3. LEERrRIZ, BHERBERRORBEZENTLESL
BRI B EEZ LN, EEEBERY, A o7
A —BORERTFICES L T 3EELTRET 5T
REZEBzZ LN, SBRFOBEBLEICRILWE
HEZTn3,

X 7
1) Kar, N.C. & Pearson,

superoxide dismutase, glutathione reductase

C. M. . Catalase,

and thiobarbituric acid-reactive products in
normal and dystrophic human muscle. Clin.
Chim. Acta, 94 : 277-280, 1979.

2) Omaya, S.T. & Tappel, A.L. ! Glutathione
peroxidase, glutathione reductase, and thio-
barbituric acid-reactive products in muscles
of chickens and mice with genetic muscular
dystrophy. Life Sci., 15 137-145, 1974.

3) Francis, S.H., Brandon, S. & Park, J.H.:
Superoxide dismutase levels in tissue of

genetically dystrophic chickens. Fed. Proc.,

4)

5)

6)

7)

8)

9)

10)

35 : 1652, 1976,

Park, J.H., Hill, E.]J.,, Chou, T.H,, et al. :
Mechanism of action of penicillamine in the
treatment of avian muscular dystrophy. Ann.
N.Y. Acad. Sci., 317 : 356-369, 1979.
Misra, H.P. & Fridovich, 1. : The role of
superoxide anion in the autoxidation of
epinephrine and a simple assay for superoxide
dismutase. J. Biol. Chem., 247 : 3170-3175,
1972, »

Cohen, G., Dembiec, D; & Marcus, J.:
Measurement of catalase activity in tissue
extracts. Anal. Biochem., 34 : 30-38, 1970.
Paglia, D. E. & Valentine, W. N. ! Studies on
the quantitative and qualitative characteri-
zation of erythrocytes glutathione peroxidase.
J. Lab. Clin. Med., 70 ® 158-169, 1967.
ERHIET D ERHEEBME. 1L, 48226257,
1976,

Tappel, A. L. ! Lipid peroxidation damage to
cell components. Fed. Proc., 32 : 1870-1873,
1973,

KEERH, WTH, EFC HBPRAtue74—
ENFEBFICHETIME— X a7 4 —
#57) superoxide dismutase MK L B & R
#%, 34:667—672, 1982,




11) Dystrophy mouse /% tf dystrophy hamster
#H#R 9 o Enkephalin £ %52 5 M

H N #Hm X
iR YA B B — fo* )W O&F wmr EF K F B
B HB Yo B* b H OB R W NIl BB S
PN IR =
L iz phy hamster (21288 7> BIO14.65% %, X

HEREETF (NGF) i3, RS E MK
HEMBORE & BRI LELRERNTTH
% 7%, &< 132BEIZ dystrophy mouse IZB\WTETF
BRECBEIEHBRD NGF EBAVETLTWwWBb Z &
EHELTER?, —F, RiRlc VE2ONE
HENLT 4 ERTF FSBRIES T E 7257,
Z 1 & & # T Methionine - Enkephalin (Met -
Enk) & U Leucine-Enkephalin (Leu-Enk) 7¢ &
7 Preproenkephalin AQ@ICHRX T 2ENLT7 4 >~
BRAR7F Fid, BIBHMERREER, FREER,
HALBFICELA /LT3, FTLEIBHER
BEHERIINLDFELEERBZTHLZ &
WoHorich ), BIBEHERRMERICBITL AR
HERIGEREN T3, D EoRIcEBL,
RRABERDOEER R ICWLEZL NGF D #d
L7228 & T /WTH 5 dystrophy mouse I B}
L iE2 DK D Met-Enk R Uf Leu-Enk £548
BiIEEESEICODWTHREL 2. 724t dystro-
phy € 7/VEI¥TH % dystrophy hamster NEIE,
EERPDOERICOWT LRETL 72,

Pl 5
§ Dystrophy mouse i 6 H#bD D C57
BL/6J dy/dy#, SNEELL TR 6AB®
dy/+ ? heterozygous mouse % fiv>72, Dystro-

* RBREEFBPE_MT
* kI RRELKE
* % ok DY RRERRAAHER 2 —

FHL L U2REAHD F, B hybrid 2% w7z,
SR Uil Mouse (3 WTEEZE b Ic &84, Bl
=, O, #EEEE 8, B, 88, kXKB%
BFRLUEEEZHEL 72, HHHLIZ0. INERE A 2
/= (1 1)¥ T homogenize L, 70C T10%
iR 1%50,000X & THEEL L EiFEZ b E L
AR

Hamster i3 &84, BIE Z REVREBREL, £
DFEFEL & J B Lz, Ml —20C TRE
L, 2426/ 7vx4 (RIA) OHEREIC0.1IN
NaOH # AW THfIL 72,
RIA Met-Enk 5 tf Leu-Enk ¢ RIA {3BE(C
L2 HEIICPE-> TIT- 729, Met-Enk &
RIA i3 Leu-Enk & ENWVHTI0.3BDERXRIE %
I~ § A Leu-Enk ¢ RIA I Met-Enk & € VHT
0.7%NERRG L& %2vs, MRIAZLIZS
pg/tube DRABRHYES2EFT 5.

= 2

Dystrophy mouse R U4 mouse VBT, &
&5, YR O Met-Enk BREa& 5 Met
-Enk-LI), Leu-Enk B$%i&iE1 (Leu-Enk-LI)
IR RRELLT T4 - 72. Dystrophy mouse & ¥
MNE mouse ICBITHAIERREZRL LH 1R
7.

Dystrophy mouse D IE{LE Tlt, Met-Enk-LI
K Uf Leu-Enk-LI & »F4T L 7z ¥ m £ o=
L, ¥icH, /NB, KBTIRRAEE OMmMERL 2.



#] 1 Dystrophy mouse & & H 7 Met-Enke-
phalin & U Leu-Enkephalin f& & iEE,

Met-Enk-L1 Leu-Enk-LI
Brain
dy/+ n=6 104.3 + 4.6 20.2 + 0.9
dy/dy n=6 118.9 + 4.1* 4.7+ 2.3
Stomach
dy/+ n=6 4.8 + 0.7 2.0+ 0.1
dy/dy n=6 M+ 1.6% 3.1 0.2%
Small Intestine
dy/+ n=6 6.2+ 1.0 1.0+ 0.2
dy/dy n=6 24,9+ 4.0%* 4.1% 0.7*
Colon
dy/+ n=6 106.0 + 4.7 31,1+ 2.8
dy/dy n=5 220.0 + 28.8** | 59.6 + 8.0**
Cecum
dy/+ n=5 18.8 + 4.1 2.5+ 0.4
dy/dy n=5 32.8% 9.0 54% 1.6
Adrenal Gland
dy/+ n=10 ND ND
dy/dy n=10 ND ND
Skeletal Muscle
dy/+ n=10 ND ND
dy/dy n=10 ND ND
Heart
dy/+ n=10 ND ND
dy/dy n=10 ND ND
*p<0.05 ** p<0.01
200+
Met-Enk-L1
O Lleu-Enk-L1
150}~
2 * P<Q05
2 ee P<0,01
100~
=
w
3
o]
o
501

w\o

E1 Dystrophy mouse NEILE, MBI
Met-Enkephalin & U Leu-Enkephalin £ %
A,

Dystrophy hamster & UFxH hamster o #ll €45
R%#&2 (2”9, Dystrophy hamster DEIBED
Met-Enk-LI R U* Leu-Enk-LI &3 F EZE»*
BoHoNZh -7z, L L dystrophy hamster &

®!& 2 Dystrophy hamster £, BIF#HHHhN
Met-Enkephalin & U° Leu-Enkephalin $#52

RiEtE.
Met-Enk-LI Leu~-Enk-LI
Brain
control n=6 | 94.5 + 3.2 | 25,9 + 0.9
dystrophy n=6 | 109.4 ¥ 2.7** 31.9 + 0.6**
Adrenal Gland
control n=6 | 253.6 + 20.9 (542.3 + 57.4
dystrophy n=6 | 259.6 ¥ 35.3 |512.9 ¥ 68.9

* p<0.05 ** p<0.01

Eadh B4 o) Met-Enk-LI B U Leu-Enk-LI &
BIZPITLAEOMMETRL 72,

e =

Dystrophy mouse (231} % NGF &40 2T
TERE X HNT, BIBHBATREER, B,
HILEFICIE 4 L Tva %5997 Met-Enk, Leu-
Enk 2Nt Z&ET L 725, mouse NEIE Tl
FRULECEEI DL CRBRELTTH Y,
NGF B2 NE|B i1 5 Met-Enk, Leu-Enk &
BENDHBIZ DWW THFEII AT TH - 72, El
BHEDENT 4 YT F FERICOWTIIHE
BENDELVWIZ EHFRESINTENY, RL2DH
EL72e t, 7PNREIBHENERY & mouse D
BFER*HET 5 L mouse DEEIZHNI
D—LTFTH -7z, 40, FEECTEMBEEHOR
L RA 72BN E S B EOMESLH )
AU SR % 5 - 72, Dystrophy mouse @ NGF
LN RITTEI B RE T BREHRER~NDHREICOWT
12, #7372 yERRUCHEBEREEORES
SHRDORRETEL TS,

—7 dystrophy mouse N{E{LE D Met-Enk-
LI U Leu-Enk-LI OZF L WBMHEEDH s iz,
Z DA% dystrophy mouse NDIREHICTEBED 5
WIS RERICBIR L 2R RENEHWELTH 52,
EHEZENLILTHRTHID, BHEICES
LOPIIBESTIZIAATH 3 P FBREVER &
Bbi s, §LE D Met-Enk, Leu-Enk i+ Auer-
bach’s myenteric plexus iCZFN TV 5 Z L &F
B S A ENTEH Y, myenteric plexus A5 EAH
BREVEIZKRERROERERE L ZIT TS Z



tirk<msnTns,

Nk 5 AR EEBT % & dystrophy mouse
I2 81+ % NGF 4% myenteric plexus 7 Met-
Enk, Leu-Enk S EOHEIMICBIEL T2 WTREM:
I3EE T & % \», Dystrophy mouse NE{LEICH
17 % Met-Enk-L], Leu-Enk-LI #¥hni3S=E7
LoTHD, WNOBERICET 34 %NKRET#
HFE3Nns5,

Dystrophy mouse 2B ¥+ Met-Enk
-LI Leu-Enk-LI 3 #mEMmZ5RL, #iC Met-
Enk-LIOHEMBEETH 72, 2R T 3
dystrophy hamster D&Y T L Met-
Enk-LI B Leu-Enk-LI 2*HEN#HEME /R L T
B9, 2HEOBYWETNBENENLELEZ S NE
BREWEIR L B b5, Met-Enk, Leu-Enk (3%
HICIREICA T L TWB I LN TV B DT,
SIRBAN O EDELLTHEML TW 522D TR
YR ETHASHI.

Dystrophy hamster {Z -2 \» T | dystrophy
mouse LSt ® T NEM & LT, %72 hamster (%
Met-Enk, Leu-Enk EENEH VW TH D Z &

FRHELTCwlnTabETRELE., L2L,
hamster @ NGF i # i3 mouse NGF o bioa-

ssay F0 R EETCRBHI LW, Zo2H
dystrophy hamster Tl dystrophy mouse & [d]
Lk 5ICNGF 2R LTWwa L ) »IIARET
»5,

Dystrophy hamster D fIE#ERIZBIF S EIC
DWTRMNBELAFEERZRZDLNLT, &2HITE
T3 dystrophy mouse & ki Met-Enk-LI,
Leu-Enk-LI & En#¥in %R L 7. Dystrophy
hamster i DWW TIIHILBEREHEHTEL O
TH5BORETHIVETHS ).

= 53
1. Dystrophy mouse T I§{bLE R Urek MY
) Met-Enk-LI % Uf Leu-Enk-LI & & »*F4T
LCHmL T, BIEHEmPoTRIZHER
BELUTTH- 7,
2. Dystrophy hamster Tz EIBHHE TP N
Met-Enk-LI 2 Leu-Enk-LI & B3 Z{b% 2%

Llp o fe MR X NI EFEOMME R

L7,

iy

2)

3)

4)

5)

6)

7)

X R

Furukawa, S., Nishitani, H. & Hayashi, K. :
Level of the Nerve Growth Factor Activity
in the Submaxillary Glands of Genetically
Dystrophic Mouse (C57BL/63). Biochem.
Biophys. Res. Commun., 76 : 1202, 1977,
Furukawa, S., Hayashi, K., Ohi, T. & Imura,
H. ! Level of Nerve Growth Factor-like
Immunoreactivity in the Lower Limb Muscles
of Muscular Dystrophic Mice. Biochem.
Biophys. Res. Commun,, 90 : 130, 1979,
Noda, M., Furutani, T., Takahashi,
M., Hirose, T.,
Nakanishi, S. & Numa, S.: Cloning and
sequence analysis of cDNA for bovine adrenal
preproenkephalin. Nature, 295 © 202, 1982,
Nakao, K., Yoshimasa, T., Oki, S., Tanaka,
I, Nakai, Y., Wakimasu, M., Fujino, M. &

Imura, H. : Presence of dynorphin-like immu-

H,

Toyosato, Inayama, S.,

noreactivity in rat pituitary gland and
hypothalamus. Regulatory peptides, 2 : 201,
1981,

Yoshimasa, T., Nakao, K., Ohtsuki, H., Li,
S. & Imura, H. ! Methionine-enkephalin and
leucine-enkephalin in human sympathoad-
renal system and pheochromocytoma. J. Clin.
Invest, 69 : 643, 1982,

Ikeda, Y., Nakao, T.,
Yanaihara, N., Numa, S. & Imura, H.:

Existence of Met-enkepahlin-Arg® -Gly” -

K., Yoshimasa,
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12) 5 ZEHETER B BB
—Duchenne B3> X b a7 4 —REICDOWT—

& E & A7
ATk A S - L A I W | B
4 Je o ELTYT M B BB OEL*** N R L
19804F3K, Duchenne & & 2 + v 7 4 — 3 R, 19FKRTH3.
(DMD) oitE##HO®Y & DMD, X3m %, LB, WEZTIFMOBERMETT LR

BE DX EBBEENBIT 21T 5 726, X

BRI, BEFIT-OTEFOERIBETS.

=’ *
ASEE (1982) 13FH /I DMD #&mEL LT
19RFRICDOWT, FEFERBREL: (K123H).
WEFITOBRERBZMR 5 L4RKRICL B,

BEBESE
A. X-EEREHEEIZI>VT
DMD, Xz #%, BEHICDOWTIE, K1iR/L

ML, RixT72.2%, BIX77.8%, % HOTFH:280
%ThH5,
Z 2, 5, DMD oF &Rz Xam#ERE &
UBENHEE*A2 LR 2NN TH B,
RIBIUR2»Lbb LI, AEAEY
LigvonT, X-EFEREORES L Ur Xz
BIUBEOHEOKE L XiX, BRSTIITRE
BRISIEVW DT, 5 DFITIEREE, TXTH
BREFTET LZRICRALTETH D,
B. DMD &Rttt
RICRLARE2AWTHEEL (P) BLU

®1 DMD£2RuHHE LLRRCDWTHOMBE (X)), BERALT (1980~1982)
DMD % G 2 £
1 2 3 |FREM FRLSKX DMDX

FlfaR XpmmR @R | Ximwn B X aon e

1 5 5 5 5 4 4 4 4 4 4
(80.8) (80.0) (80.0)

2 17 s 22 44 27 40 0| 18 1819 19
(90.9) (81.8) (86.4)

3 10 3 13 39 16 32 2| 10 10 u 1
(82.1) (76.9) (86.4)

4 6 1 7 28 8 23 23 5 5 5
(82.1) (71.4) (71.4)

5 3 3 15 3 10 10 1 1
(66.7) (66.7) (33.3)

6 3 1 4 24 15 15 2 2
(62.5) (50.0)

& 54 155 65 124 124 39 39 42
51104 65 (80.0) (72.2) (77.8)
():%
* BRALREFBHS

* » B RN AR EA
*xx ERBAFEPBE=AH
* x x x BT ARFTAARARBEAR
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o s 0 = O R O " 0 0OOO WwO.m O O OO
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o 0 n o} o O a 0 10 lo}
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[ ) 1 I L ] 1 I J
I i L 1 i 1 1 1 | A L 1 | | ] ] 1 1
o ® m 0O O = 0O O OO0 rR = DTIO;II_OIEI
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F-42 F-43 F-44 F-45 F-46
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L i 1 ]
G O O O O . d w S dm oo mOO0 m m O
+ + 24 R + 7+ - -
F-47 F-48 F-49
g 9 9 9 a 9 a:propositus
A ] L i —_ 1]
| 1 | +1Xg(a+)
. . m =D O -:Xg(a-)
+ A o+ + - %
1 19824EE BT 2 DMDORRD X Mk E 5 & B EHRAE
%2 DMD%*REHELALFRIIDOVWTOME LAEE % (AN
(X2 BIUBENHE TR N ROHEEE (0.2200) &%
X: nm pRE— DEBIRE (0.5) EnFElL, S.E.p (0.0586) 74.8
" _ " — 15 T0.3%KETEZ LD, L2d > TDMD #*
e = " . M2 2o e = i A
% F DDy | 789 211 | 26 o7 FELEFETHIT, HESHEREBEORBICESL
3 %)
# (3 DMD)| 77.5 22.5 0 ‘
a ® (¢ DMD)| 67.3 32.7 0
" % ( DMD )| 56.3 43.7 0 :i %
% F pMD)| 861 13.9 5 HESE (1981) OHUEET, SEELOHES LU
% X BN FITIC L > TERTREEICOWTEH
L7255, Ze1980~19824En&HRTH, Friciz
FoiE#RE (S.E. p) ##EELZEZS 29 DEBFETII L VDT, FITIIREERA
_65—54_11_ L5 &icl, ZZTI3, ﬁ%ﬁﬁ‘:%’)f%%ﬁ
P=104—54 50 022 HERain,
S,E_p=\/P (1—P)= /0.22X0.78=0.0586 HZER I Morgan (1926) 6%, S 3w ¥ a7
N 50

N ERAWT, BRIZFEAMOERNEIRZ, ZOE



BUSEWBIT 2 2 & 2FELD, bb¥T, FBIE
Fhapad e —FIRRICET T B L UE
BIEFORBMEKLEICEDHLAME, TEbb, RBIR
FREALZRET D Z & ISR L2, BEmoml &
aw¥a TNl ) AEREWMTIRIZTFE S
FRELAD, BEEZHETLZLHPWETHY,
L7255 T b NI HEE D EEHI T,
ADBEREJREZHAVINT, Zos+a%
BLAwE, BRI HS, £ THH
BEREZHCGERESAT 31280 28N & &
EBTILEHS). T4bb, 1) HRETS
MEHESEE, (2) T, (3) HEZEH : FI2IF,
%, B L UEREL L.

BEnz & FaEZ2RB L TADX BB
HEEEARL, F0FEICL - CDMD, XimaEhl,
GBEOBRRTFEMLRETITETHS.

& o
AIFRITAZTTEHIRA»H D, RMEEDOKR

ERAET I EHLBETH D, BIESSIHE
DMD DEDAEB > B LI W &, L2
B CTHEMMICT T, REZET T 2iE3F
THEICIEV, T ZTRABEBROBRE L 4H%RNE
BatriclT 2 HEREZ EICOWTEREZRAR,

X 7

1) EHESAT, SAME, PEEY, I HEE
MR B DRIEST—Duchenne M X F a7 4
—fEICDWT—, BEETHREBFARER,
HrAte7s —EOKREICET 2 BROTR
B (ZHH), BASKSEENRABRESH,
1981, pp.59-62.

2) HEET, TEREX, hEEH, I HEES
MR BNBRIZSYT—Duchenne B X 27 4
—fEIZDWT—, EEETHRRBMRETLE,
B R b u7 4 —ENRERTFICEIT 2K
MR SITHE (ZAHD), IBAIS6FEEMAHESE,
1982, pp.45—48,



13) Duchenne Bl X b 0 7 4 —DEEHEE

—RRERE L BOFin

U3

WRBHE K

K b T HrnBREESEEITIE, Duchenne &Y
By xbrua74— (DMD) Tl {EH44E 8
(XR) & K FEILEN T\ 5%, RREREHE
bOTHNWI LHFERBEIN TS, FFRNEH
{2, DMD BRRNEENFEHREFH VT, BRZERD
BT 2 IREEZREL, TENTEERRE
BEIFFDPEHNDIZETH S,

%3, AFZEIZ DMD DZICB Y 5 KV
H—ERT, FEEEIZ, DMD ?995%13 XR T, 225
ZRBICHZIT A € 6.3X1075 /4L JBAL, ik
BIRTHORESRIF21.7X10°THE I 2H UL~
(564 BE U IR H, pp.41—44).

Mt Bk

SATIC AV 2RI E L TEERRE, KRR
HWREARD2346 &, EXNE, BESR, 8, T
g, FEIIAFREE GEIEA) 0433805 L EE LR
V7251401 (5 HEciE16) £ RIE LT 5 RREH
Thd, SHIIREICHEY, KKEHIZZ DR
EFEETHEREL 2. BRREBEARNZTE, LE
ERFDOLTTHEHXGF R, SEERFOBHHIBE
EEBL .

BIEFRAERICIIER DG FRIEYD 527,
ENLE2KRETEE .

DEM=ET N, BETF T, BF) £4£®R

T 5 a3z > T, DNA IEZENHEBIE

EXETIEANBEL LU, HRMICS.

HERDIBFELELD, BHTIIEE 3%
DTNF B2, FOMEERDTREELS DY,

* KRB EHNZE MR RAMEFHRE
*x B REREFEAMRARES

EAUKER"

H oE -

ZNVBREL CIDETNTIIBETORRKE
BEHE,

DI ET N,  RAERIMIESTH L ERM
RICETE2OBIEL L. ZTHETL
TRMEZEIZ WD, BEBTIESLEVEE,
BIB{bT 2 MRV EERDERIEL,
PE- T, ERBIZT LY HZITREHE
&N, HEOEBTICHE UL LEREETT
FHRRLLZBOERHIEL L 5.

Barrai & (1968) i3, ZRIRZERIE u H*FHpx &

LicHRIEEmT 3 & LT,

Hx = pto + bx,
F72, FEREERDBRERDBEEHIERSAHY
5LLT,

b_ X
o o2— X

x
—

) )

&) |

0.2
=% (x,—xn: @

S (}-%):ovzs. [

LV EFREPHR G, X 3IREREK (T
b b—ixEM) DEERDOREBNOTFY), X3
LRERNDEERBRDHFERDFEHTH S,
SEDERZTXTCXR ERMHLTYL, Hxn
HomE OBIGEE, & QICIEERBR (BIXRRE
#F) L ERMER (BIZIEREE) £ 10096HEEICH
TS L, FiaiE%, DMD BmEZITH—A
F Uniplex, #ICIEERBNH % Simplex, FHi
ZHUS 0 R 3 DMD o v» 3 Multiplex & 47
iF, 361z, RRENBABLEHRLELT, [
& o DMD » F £ % 58 X, Uniplex
(£), Simplex (%), Multiplex () o 6 Bic
SN LB RBERUNDBENEEELTT)



342 &, ZERMAEMEIZ Uniplex (—) & Simplex (—)
IFica N, oo 4 BIZIEEREERN AL L S
Pz Eice s, FERMBERIIFI2ZEICLD 2SS

BEFNE2XRFTDL. 22T, BEMEADL,
1N & iz, Uniplex(—), Simplex(—) TEW
ZEiR%L, R2ODBSITDOEREAB L, [

CENDHY, AI2HELMN 4BICA L N B EITH]T
2EIERMERELSURHERMLTLI NI E

ABENOBEN(+), (=) BRI Tw, T3
EHJEERAIRENT WD A, TOWMEDRI L

%5, HEW, fEo TIEEMET N THIRS L3 IMRH
DEBOERIIBEINT, WL LAHE WD, £
& 2 DHEHIE, Multiplex DBEICHRT, s nEE

BREROFHDOFH ESHERLICRT. DEFELTEF I > Tz Bbh 3,
DIFORRERR L BFEH 1950—754F, 19774 NTE Ltk HEF B D
FESEEHE L O Yasuda & Kondo (1980) »¢  ERZ2MW, X, b/um, S(b/w) 2K, &4

ALk, RARERFENEEI CWRIIIFE 2187205, mBALTRLZBBRAICA LD &

# 1 Means and standard errors ages of ascendants of probands

Type of Family
Uniplex Simplex Multiplex
history of DMD history of DMD history of DMD
- + - + - +
Ageat Ageat Ageat Ageat Ageat Ageat
birth n birth n birth n birth n birth n birth n
Mother 26.41 41 2600 7 27.92 308 27.54 37 28.59 175 29.15 61
0.77)2 (1.36) (0.25) (1.04) (0.39) (0.64)
Father 31.22 36 3000 7 31.65 307 30.30 37 32,07 175 3246 61
(1.32) (2.19) (0.30) (1.21) (0.45) (0.81)
Maternal 3546 36 31.71 7 33.25 302 31.32 37 3439 82 3375 28
grandfather  (1.45) (2.50) (0.42) (1.02) (0.81) . (1.03)
Maternal 29.32 41 27.00 7 28.90 307 29.08 37 30.33 82 . 29.18 28
grandmother  (1.19) (1.50) 0.37) (1.04) (0.78) (1.3
Paternal 33.94 35 41.00 7 33.31 200 - 35.27 37 33.93 81 - 3652 27
grandfather  (1.32) (3.46) (0.43) (1.49) (0.84) (1.58)
Paternal 28.72 36 3643 7 29.45 303 28.65 37 29.02 82 31.74 27
grandmother  (1.14) (3.38) 0.37) (0.99) (0.67) (1.24)
aStandard error; n = Number of sibships. '
#£ 2 Analysis of variance*
Sources of variation in age of ) ) v
mother at birth of proband SS DF MS F P
Type of sibship 197.31 2 98.65 . 4.17 <.025
Family history of DMD 0.06 1 0.06 T 0.003 ns
Interaction between family )
history and type of sibship 7.56 2 3.78 0.16 ns
Residual 14736.14 623 23.62
Total 14941.07 628

*SS. sum of square; DF, degree(s) of freedom; MS, mean square; F, F value; P, probability;



#& 3 Family history of DMD

Present Absent
Type of Mean age of mother Number of Mean age of mother Number of
sibship at birth of proband (yr) sibships at birth of proband (yr) sibships
Uniplex 26.00 7 26.41 41
Simplex 27.64 39 27.91 306
Multiplex 29.15 61 28.59 175
4 Effect of age on mutation rate in mother*
95% confidence

Year x o? b/ o S(b/pe) interval

1950 28.24 3141 —0.0007 0.0036 (—0.008u0, 0.00610)
1955 27.68 19.56 0.0028 0.0142 (—0.03u0, 0.0340)
1960 27.05 17.89 —1.3492 16.9028 (—34.0u0, 31.040)
1965 26.95 16.09 —-0.1582 0.1588 (—0.47p0, 0.15p0)
1970 26.99 15.67 -0.1720 0.2031 (—0.57u0, 0.2340)
1975 26.90 13.68 . -0.0937 0.0439 (—0.1840, 0.0080)
1977 27.15 12.92 -0.2052 0.3880 (—0.97po, 0.56z0)

*X, mean of distribution of ages of mothers at birth in Japan, with variance ¢% (Vital Statistics, Ministry of
Health and Welfare, Japan); b/ue = (X,—X)/[0*+X(X~X,)] with the standard error s(b/po).
X, = 27.73, mean of distribution of age of mothers at birth of DMD mutant progeny {either umplex or

simplex) with the standard error o5 = 0.24.

# 5 Effect of age on mutation rate in men

Maternal grandfather’s age
Multiplex with family history
Multiplex without family history

The age of onset of gamete formation in men

b (34.39-15) - (33.75-15)

X = 33.75, 0% = 28.54,n = 28
X, = 34.39, 05 = 0.81,n = 82

1S yr

= 0.039 + 0.085

= 2854 — (33.75-15) (19.39-18. 75)

95% confidence interval

(—0.13u0, 0.20u0)

i, BTV ERLB LIFVIEw, b, &

FRHE LIS, RIRERFEIHMTLIZVI LV,

AETIZERMO0. 23 LT OG5 2o B3R M L 18
z,

DWMFORMKRERE LER

BXHEFOERIMEZAEEZICL, BREREH
2EDL. XTI TRRE2LANIY, BEHERDER
YRS X 22 RBFIVOPFTHERS, &
HHBOBREF THIMREEL X >THBE20
T, L E2RFITHELESDE, BROBOR

BICRBEIG O, BAHELXNDIEXEFNHER
TiEH N/FL WD, BEEIGZITIL, »0N185
DT, TH2EICALNIET, HBEBEICEBITIE
XHEFOERICLIDLDODDBBAIBEELND.
RS5CAT LI, BrEEnl et Z0HEDN
A DERIT, 33.75, 34.39: 8 TH D, b/
130.039£0.085 T L FHFEEZI LV, K6, 7
ICRL7zE S ICHAMADERE 2L T, KR
DR E DR EZATLHEBEL T,



# 6 Effect of age on mutation rate in men*

I+ M+ I- M- Sum
Maternal grandfather .
under 30 yr (A-) 22 304 54 400
Maternal grandfather )
30 yr or older (A +) 2 138 28 196

* —, without family history; + , with family history; I, uniplex and simplex; M, multiplex.

# 7 Partition of Chi-square

Association X2 DFa pb
(Type of sib) x (History) « 22.7172 1 <.001
(History) X (Age) 2.8608 1 ns
(Type of sib) x (Age) 0.0015 1 ns
(Type of sib) x (History) x (Age) 2.6357 1 . ns
Total 28.2152 4 <.001
aDF, degree(s) of freedom.

bP, probability.
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14) Emery-Dreifuss muscular dystrophy & —{#
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F 7e 0 1 & it

HESHEBICOIRERE SO FIZLETL Y LIFL
ITHEIN TS, L L —RICODIRENDTREEIZ
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SEF < IEIRE EF & L2266 B HEIC, B
kD%, FHEgioWHE, BB, ZEHERUT
BEAT# D EHE, & CPK ME, R4 89.05E&F1E %
B> 72, AFEI219664F Emery & Dreifuss 2 e
L 729 Emery-Dreifuss muscular dystrophy & &
bNBEDT, BHETOXBHEZRZMIBET 5.

EF - 265%, FBiE, KA.

E5F | WIRDKBE.

BEfERE | LT NEHEI LW,

RERE | RRWICHBEHER, TEIR, ZERIE
lZ7ev, RRFAERZIT X - 7255, ZTOHEHTIZHE

ERBII L -7z, MRS 2\,
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W R

W

i ak* Al o F AT
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D572,

BEMRR | AR —HBAIZIER. m#E CPK
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oY — A test 1316001 E BE LA L Tz, HE
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BELHG BT, ZHEEE TEGEMHIC
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3 4, ATPase #fa., %, NADHH,
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RIEERE (A), FEEMTHORKEEEFNE (F), R
52 Cellamedia TH/ME (BE), FEEOEZEFHE

(H), RS 3MBEL ZE2ERAL AP+ —TH
wlL7. =LA b i) Frontal horn index (LA
F FHI) ; A/F, ii) Cella media index (EAT
CMD :E/H, #%3%, iii) SRHm3IMEE (U
T Vaw, BA7mm) IZRIEHEZRELEROER
Ked7e,

2) BMi%i3 CT H ABTBIS0H % & 72 514551

(828, #17) IO RBBETERKBAEKER
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* * ROPIRECEHRES
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e B H F B
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& S
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BEELBOUVD, 40, SORETIE, ARER
#H 5 (p<0.025). X, F#re FHINMICIE r=
0.606, p<0.01x#HBIZEED7=.

Frontal horn index

M=SD
FHI
4.00T
3.00+ /
. (3
*
*
r =0.606
n =16, p<0.01
2.00T -
y 0.017x+3.6 *p<0_025
:'f
10~19 | 20~29 | 30~39 | 40—~49 | 50~59
Age
X1 FHI k4

S HEIINBHELRT.
405%4, S0RE CTIRT #/R L FHI & ol
AR %2 32D 5,
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CMI & £HER L DMICIZ, B2 2R3 L
FHI & FIfRIC40RELIRE T A 2R3 088
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Vaw & SERDMICIE, B3 IR 3481240, 50

B CIEBEIMER % 7R LRFIC405% 4 TR REEC
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oYY (R ETR AR

SEEIQ (LT VIQ t&#fE#1Q (LLF PIQ)
EDMICIBl EnzEERL 2L 0 78] (21%)
TH-oiz,
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Cella media index
4.00+4 /‘//

+SD
CMI MS

5.00

A i
/ - !
3.001 r =0.360 1
=13 ns.
==
10~19 | 20~29 | 30~39 | 40~49 | 50~59
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®2 CMI &Fi#
405, SOEETIR TR LR AHETL .,

3B (9%) THo/z, TH2HMTPIQICIZE
ZEEDL o720 VIQ>PIQ BOEI» S TH
D, #-2 Full-scaleIQ #*EfETH - 72 (&xp<
0.025, p<0.05).
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Vaw M+£SD
(mm)
14
r =0.497 -
n =16, p<0.05
124 |y =0.054x+4.78
104 *
p
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6-_
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. L p<0.025
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10~19 | 20~29 | 30~39 | 40~49 | 50~59
Age'
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Relationship of “Basic activity” to “FHI”

FHI
4.001
r=0.725
n=13, p<0.01 .
y =0.356x—0.197
3.00+
to "CMI” ! r =0.304 ns.
2.004 to “Vsw”: r =0.402 ns.
T L ] + 1 + H 1 l
i T A ) T T M T L]
’ 7.0 8.0 9.0 10.0c/s

Basic activity

F4 FHI & #EFRERBEEEOBOMEERT.
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Rl (ABEAEXER)

WAIS (n=34)

Full-scale 1Q Number Age (M£SD)
120~ 2( 5.9%) 44+ 1
110~119 0 45+ 9
90~109 6 (17.6%) 45+11 "
80~ 89 15(44.1%) 40+ 8
70~ 79 6(17.6%) 33+ 9 36+ 8

~ 69 5(14.8%) 39+ 8

Relationship of "Full-scale IQ” to “Age” ! r=0.303(n.s.)

VIQ>PIQ (4 Bi, 12%)

1 2 3 4 | MxsD
Age 45 50 61 49 | 51+ 7—
vIQ 131 104 100 112 | 112+14—h
PIQ 110 8 74 87| 90%15
FulscaleIQ | 121 98 91 101 | 103+13
PIQ>VIQ (38, 9%)

1 2 3| MxSD

*

Age 28 37 31| 32+5
vIQ 69 8 65| 72+9 *
PIQ 93 99 73| 8814
FullscaleIQ | 79 89 67 | 78+11— %%

*p <0.025 *%p <0.05

BEREHREOMICIZIE 4 ORICr=0.725, p<
0.01 2 AHBE % 8872 2%, CMI, Vaw & DfEicizA
BlIzEB b - 72,

Full-scalelQ, PIQ, VIQ & CT #&tRUER
VTN LAERIRES S e h - 72,

1Q & EAFEEEEHMIC LI e d - 72,

E E
CT HALLE, BZEHOHEIILENESICIT

ThNRIIL ) FHEOREEIGFEREINTW S,

4[, <12 CT oFt#IE & L T cortical sulci 7
B ANR, Sylvianfissure DBRKIBZENHIE L [EEF
AT X - 72, RHRAICAV3 X4 RE»Eb6
LW s Eho7z2 k, FRHENOBERMEICHE

DHDHIEEDEMBICL N ATRL SHIZERIEL /2.

%3 FHI, CMI i3 A% &2 DRI ELBUNEEE
HEFHCTEHETIRICERIN T3, &
KRTAREESE (A) DRIESAIE RS EOHEE T D

BEEAMD #11.4+7.7Tmm, XtEEE7.8+1.2mm
& MD 51288 & 47 hyperosteosis #38$H 5 Z &
L HWNERZHW,

FHERRE L LTI HRERRT R % W SRR
FAWzdt, (EROBEY ICHIEHEEERT, N
FEHACLZIEEZERT S LIZIZFEARNETH D
B L THWLDRRL EB b,

MD D EZEFEICBIL T, AECRBEEZHAW
72 REDTE A, 19694 Lundervold 52 %, MD
PlnB kA B R, SRELRITL, @AEIX
EWHEIKICREEZRTEIEG X33, EXED
BEILERBIKIZIHIEEN—HERTE, £
BREEEE IQ DEICIZEEN T WEESE D
BrOEREIZIZRAKOHE L2 L T3, 51T,
RAERERNIIZIZEFBAM L FATT 5 & LBREIK
K- BRI R IZ, MD D#fT L HICHIAEIEL
b EERLTS,

Rx LRARER L HEERUMOBERZIAN
727%%, EBEREICERIMOERWER» DB LD
MHENAEBEIEA LN 572,

MDD CTERrRICEAL Tix, HH 52 o®mEDS
b3, B &AM index & AVEIKERUS
IMENYLKIE, 30D L < 12405 ELEXRLE L S
Z L ETRL T, 8 L ERICERM &
FEROMICIZBABLZBER 2 EDH T,

BRI ERpnMICHBE» A LN WER &
LTi3, MDIZBWTAHEAL L CIZTKRKES» HIZIE
B RIERIZHET S Z L EELTIHITS
nas, Tz, tLAMDO—EETZLL
FARHERDBE ZBICREBL Tz d L
Bbhsd, 72770, RELASGEICERICKEFT
3 ERET S &, MD # Werner FEEBHNIRLIE
BEIZZ DBBRHY D - obRic, WERKIIERE
{LD—#EE VI Z Lk s, ZhbnsicBL
TS 1BROBRF2ET L Bbh s,

X, FHAF o nEETIE, RITEIRTOFERMB DT
RLIxN30mEBLIERE LD E2HbY, MDT
IZRTERIEEEVSORELIRICA LD LR L T
w3, SBENFLOKRETTYH, FHIIZ CMI, Vaw.
& N BAREICA0r B LA, MR LBEGEENT
%5 Z &, FHI t EXEREEOBICHEENEE %
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BWHBELD, I N MD TREEIZRKHOPTH
BIASRIEAI»RFHRIFTR EEFZ b/,

—%, REBEMNICIIEERERED R FIOEE
BRI NEHP—EL T,

19674, Rosman 5% 13, MEEET 2°RL 72 MD
IPlCRERET, HEMROBERELZRLA
», MEET2REZWVIFTIE, ZNLNRE
FIRZ2E8HTWih -7z, BIZ, 197341213 Cule-
bra &% #f Rosman & @ 2 %l # &t MD %1 6 #)
{2, thalamus ¢ dorsomedial and anterior nuclei
?10-30% !z cytoplasmic eosinophilic body % 2
& MD n5:#HEYZE{b & L, thalamic neuron DiH
EHAFEICED LN DMERE (BFREREED
#i#1b) R dementia DAL AN 535 L LTw
5.

L& L, EnFHL2 HRET CIIMMERE LR
B3 L BhbN 5 E IMEFKKR & BFEAEL,
1Q L DRICHEBIIZRBH SN TLT L LIS DER
FERETHZLOTIR L7

] o
1) MDICEESH LN I KIZFip LKL
%0, FRICETAR, 5 3MEE:FRIIFEOHE
Pl RLAORGLIRERE L B,
2) EFBRBEBIETIZ458276) (60%) i<,
IQ T3 3482681 (76%) I288&> b iz hs, W
FTHLFRE L IZAEBEZRE L o7z,

3) EAFEREE L MRE AR AR MICIZAE
2R HMOITALE 3% d - 72,

4) BREILKE 1IQ DRICIZABEBEY %L 2 » 72,

5) AR E IQ NMICIZARBIA % » - 2,

X R

1) Meese, W.,Kluge, W.,Grumme, T.,et al : CT
evaluation of the CSF spaces of healthy
persons. Neuroradiology,19 : 131-136, 1980.

2) Lundervold, A., Refsum, S. & Jacobsen,W. :
The EEG in dystrophia myotonica. Europ.
Neurol.,, 2:@279-284, 1969.

3)  FAHR, AR, KEX, 13h 0 HERERE
P A b7 4 —ENED CT-scan BT RO RKETL,
BEEHMBRBMREALR "HrRalrte74—
ENRRICBIY 2 ERIRBTIR, =8, BBFIS5
SEETIREHEE, 1981, pp. 72-75.

4) Rosman, N.P. & Kakulas, B.A.: Mental
deficiency associated with muscular dys-
trophy. A neuropathological study. Brain,89 :
769-787,1967.

5) Culebras, A., Feldman, R.G. & Merk, F.B. :
Cytoplasmic inclusion bodies within neurons
of the thalamus in myotonic dystrophy.

A light and electron microscope study. J.
Neurol.Sci.,19 © 319-329, 1973.
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16) Rigid spine syndrome DK RIIZ Dw T

[Z2)

25

mEHIE 8B H #F F

Rigid spine syndrome {334+ JA sl FR & BI&R
DOTEHIR 28R E T BEHRED T LR
BLEAnNTwayd, FridffELEZ LN/Z3
EFFREBRL, BRNICGEENRL D LODHELE
THEEEMYH 2 L) B b D THRET 5.

fE il

NREFIZ 3B TRTBTF, FHII5EL2 L
215k, 3BIE D, ETE, SFEMICIIRRICRHER
<, RIEFRIT 6RAIRTS -7z, WRERI
EORIBHIBRSBEENMRKRHINET 2 & TH 5.

FEF) 19 EHER 3 ICI3 MBERSIRATERD & iz,
FEFI 2D ICIZMBEREIRIZ X <, 3FIE bRIMAICIR
HEHRBII AL LD,

EELMREFAFTRIE, 38 LMBBER T,
HORIRHIR & FEAEH A S 25, BN
WHRIZEER 1 TIZ A LA h - 7,

BB & EREIX, ERL T, gFLRBTE
B, LEHCEET, EF12 LEFI3 TR, &5
WEHLHRA L EREI DY, HITr0550LT

# A BR*

VSR S S

% RBE A A

T EET, Waddling gait, Gowers BUEREETH -
7z,

FRERiEEIL, fEF] 1 TIZ16mEEE2 5D 5 FMRD
PR CIHERDETIZE o 72, ER2
TIF1ImEBFDOVIBI AR D 2 £ T, HEEIRE
ICEBE T & EHEAEAT L 72, fE6I 3 T L EFRIZ13
BED HBATHREER L ), HEaHMEMERN
izl o,

BREFFRT, M CPK v~ui3, fEFI 1 Ti3EE
BEDLRNDATH-72h%, FEHF2 RUER 3 Tt
hEENEAESTRLE (R1).

oM, BHERTIE3IME LHEERLERL,
LERTRIGEBEEIIZO LN d - 7,

AR FRIFR R
EM 1 . BB IR OMRRRENRE T, HE
e TREEDHBRMEDI/ITRE, FIEOERER
m, FEBEEOBENMELZBEHD, RERR
128D h » 72, ATPase Pef5 T, fiber type 7
FAFICRE XL -7z,

& 1 Clinical features of 3 cases
Case 1 Case 2 Case3

Age(years),Sex 21,male 15,male 15,male
Age of Onset(years) 6 6 6
Consanguinity + - +
Limitation of Neck Flexion + + +
Contracture of Elbow joints - + - +
Scoliosis + + +
Muscle Weakness and Atrophy mild marked marked
Course stationary progressive| progressive
CPK(n:30-70mu/ml) 71-103 230-693 255-262

* MK E P BT RN
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EF 2 ¢ LB SRR OMBFEHIRE TIE, HE
et T, BHRRMENFE I 2 KANAE & HuLix DB
2L, EFEMRAE, fiber splitting, cytoplasmic
body N EMEM R LFHTDH » 2. Trichrome
Y5, T2 rimmed vacuole #74 & {1, BIE T mye-
lin figure 2*F#E8 & 1172, ATPase #f5 T fiber
type ICEHL REII T -7z,

EF 3 | ZABOMBRENRE TIX, HE &
T, HREDERALKRITEEZRL, POIKLB
fmL, fiber splitting, ring fiber, whorled fiber
NEL WEMAT RS b7z, Trichrome #&T
BLEH A LI, EEHT cytoplasmic body &
U rod BB EM R S L/,

* =

Rigid spine syndrome (2 19704F > Dubowitz ?
$ZAELISEY , FAEOEENHIR & B BI i oo T Eh IR,
A2 & DB BMEERER E AL, BHBRIRERE
RHRMNRET, REHRBEN 123N T
3299 SBREEBERAIMREEEND LT & T, Emery
~Dreifuss 8P A b o7 4 —fELIT—ICERE N
T [72Y 6 3)4).

xR L 72 3fEH D Rigid spine syndrome
& L COBRRBIREEE A L T2 2% fEFI 11313
LA EBBAREHELE L TRERKRAN S 4
ZxRL, Mo 2 FliEnySaEIC M BMEE £
L7z,

Z ok 5 iz Rigid spine syndrome DHICH R
Yol iRiB%E 7285 L DDHEIET B THEEITRE
B, FREFED2ODFALTITBWTIL, M
CPK L ~L%e, M H0Rr RIS 3517 5 B iRMED
BLOREICIEVW IS B L) I2Bhhk.

—108—

1)

2)

3)

5)

6)

7)

8)

X 73

Dubowitz, V. : Some unusual neuromuscular

disorders. in Walton JN, Canal N, Scarlato

G. (eds) Muscle diseases. Proceeding of an

(May 19-21, 1969,
Milan). Excerpta Medica, Amsterdam, 1970,

568-573,

Dubowitz, V. & Brooke, M. H. : Rigid spine

syndrome.

International Congress

in Muscle biopsy. A modern
approach. WB Saunders Co, London, 1973, 368
-371.

Emery, A. E. H. & Dreifuss, F. F. :
type of benign X-linked muscular dystrophy.

Unusual

J. Neurol. Neurosurg. Psychiatry, 29 : 338-
342, 1966.

Rowland, L. P., Fetell, M., Olarte, M., et al :
Emery-Dreifuss muscular dystrophy. Ann.
Neurol.,, 5 :111-117, 1979,

Goebel, H. H., Lenard, H. G., Gorke, W. &
Kunze, K. : Fiber type disproportion in the
rigid spine syndrome. Neuropadiatrie, 8 : 467
-477, 1977,

Seay, A. R., Ziten, F. A. & Petajan, J. H.
Rigid spine syndrome. A type 1 fiber
myopathy. Arch. Neurol.,, 34 : 119-122, 1977,
Goto, I, Nagasaka, S., Nagara, H., et al :
Rigid spine syndrome. J. Neurol. Neurosurg.
Psychiatry, 42 : 276-279, 1979.

Goto, I, Muraoka, S., Fujii, N, et al . Rigid
Clinical and histological
problems. J. Neurol., 226 : 143-148, 1981,
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17) BEEE A OFpkehy 2B & ) HAE 2 2T 5

KEM I A3 F—

[}

(=S DA s R At

EEESIC L > TER SN L GRMEHIMEII
EEMEICLHEEICLBEI NG D, BREDBE
IR OEE T A X —EERBOEEICL S
LorsnweBbid, BEHOESHRIZ, TF
BOLDLEDT, EFHORKBIEMEEREE

(VOmax) IC& > TERBENZ EEZ TL W,

VOmax90% L, EDEEIC L WEB) DB A%
S, BB OBIEEE ST K (“O,
debt”) TH ) BRAMEFHED A2 L » TGES— R )L
X —|x5- 2 5 #%. Phosphorylase, Phosphofruc-
tokinase, LDH-M subunit DB KRIBHE Tl
DL HEHETICR THOARET 5.

A5 VOnax50% UL T D IEB) R BERF 1213 5 12
ZFDOZAINX—HIGIELE L L TIREICKDTE
", Carnitine-palmitate transferase K1HfE<°
Carnitine RIBFE D FHEER IS RS EREE L LE L
TEEETTIHBEALNL W,

BEbNbNI—RIEELZHNEZRL L8
EOESHZFRHRTELE, HFOERLIBEELHE
L, JE#EhikizREE s 20 0 2oimiE CPK, LDH & E
AEZELKEEI A F— 2B L -oTHRE
T 5.

SiE 12l

2B, TE., HFEMMFE LDH SfEFf 3
2O RBOBELHEYE L TREL 72,
HEDEL N EFEFIITEET, Wo<NE-TD
1,000KFEECTTRICERZEZ, 2 HICHELYE
CETAFEEE > T\Wb, HREENEIZIZI05
BESNTLHE, BB L OTRICERDERD
ALNBITEMRETE w572, LA L BEERE

*RBRERXFE AR

. BR*

I IIMICREIC KB ( BAEICE > T 5. ARl
R Tl — MR BEERIRT RIEE . BEMII N T
BMEBEERD LN, &L SHEIB - THEBHD
hypertrophy #7883 CT&H - 72, BRHTIIMET £ 72
I3k, NEMRTE - REREE IR (K1),
RRIEFFEII L, BENORB4LADH L
ER, REICERBRDOBHIERDI D L7z, &Ll
407%. WHBSEALHZEME, HHAETIZ3ADI BT

BEL % MBI ICBEENEMREL R
DN BH, © L AESE P hypertrophy 2*

X1

BHEHBITH S,
niz.

ZHUZEED 2 ACLEEH L
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2 KEEMUSERG A ReAH#E. Sudan black B . fREFERID
BRERINAED LD,

RLFBETH 22, FEH» LBEICEL LTS
o DIERDEITIZIEEL TV 5, RTIZ385%E.
BEHME, BHIETIZBRELIZIZRBELEI LN
% %%, THEEFH D hypertrophy (3EEE TH 5. FHE
FIERIZEBEL w2, INNEEDEIZERNOKEE
Bt E TIZBATL 7225, IRIZBED 72 HHITH
BEE o7z, ZoOBREEBRONE, BHEIZKE
2 & > THEICHEL 72,

—ReRRFE (1LY - BRE) TIREFIIZ W,
FUKBRBREE, WIMERESFIER. BERELE. HE
[X] 13 AR DY SR (= — SRR TR 21 b % 586D 72 A3t
D TIXIERFT R 5 7z, MCV IZIEH. B4
RIS BE D I ARHE D K/AE] & AL D FFAE Y
L2 THo7z, HBIEFER OB TIIHRMERN IS
ZCRFOWE D RE 4w EWM A T 5 I35 5
N -7z,

Sudan black B## (H2), Oil red O HaT
I3 type I MAHMEICEREERREFEERL % BB 72 2%, IEH

ERTH 5,

BEHERE CPKENEH)

1. ZEBEfE | ABSt B iZeipiec i CPKAEIZ
90~140 IU/L (IE¥fE120LLF) 2R L 72 (A
3). 1miE LDHf#13225~261 WU/L (IE % f&
170~340).

2. SR (BHEAER) B & OB ES) H: CPKI#(IZ
183~2617& LA ZRL 72, T KRR EBIARTD
DUCEEEZIT> TV EBORHEEENMEL &
Fns (M3).

3. AIBIREMEER | ARTEE 1 oML TiIcs8IT 2
IRGEBY B AT TIE, BHiEI i CPK £%92, LDH236
TH 5 CPKIZI0RE DI KB TH119& HF
P ERERLZICTEY, 109%DMEIZ90 &K
TLTw72, LDH i3 15112257 & ek fli % & -
72, 1% myoglobin &3 1 B4 12 5 A {E4000
ng/ml # 2 L 7z, Ifl{¥ lactate (2 Bijf#E1046 IU/L,
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LDH o—e
CPK ®=---=
1000 4
500
L
o
200 { LOH ERS e —
o om==
10 T ook Eam ”
0 T v T \ T T T T T T r
HiE 4° 10° 34° B m#® 1° 2° 5° 11°%%
* %R 2 B e B LepBIB(5 ) 1200m 3 ¥5'(7°40%)

@3 ffERgEoMmiE CPK i, LDH {&.

3 SR AAEHB6T6 2R L 72, BBEIITIES)
2T VWEEEEEL £d - 2, MiF lactate D
RIS ABRZENREGICHR CTEAERECL
ANX—EENEFICTLNATVEZ EE2FERT
3. L# L myoglobin " 53 CPK 1 & nfFsE
LHbeTHMLIrDENELETRTZ2EEXSL
nz (@4). '
4. MARE (T28M) | ARBITAF MK
IZDOWTORETH B, NFEREHEZIZILD
ABEER M VR ETRBEE 2RI ko724,
AR B T3 triglyceride 13 BT {E #5117ng/dl 2 &
6 B¥fEIC1728 ERL 722%, ZDRIITRLTNE
BT %R 72, B ketone kKL HBLL 72, 2
DRGIHNITITER EH2 b b, HTRICI0MIC
1E®D L x»BILH % 5 FHAT- RS 3
R M CPKEn LA THSE, ZHLEAIZHELE

sk (Thk)) 12 BEE LT
TWaENL DT, Ab®, 1ZIZESENEBRLIT- TWBRDLD
LeEng, THEA IIT2REEARE Y RY. 2RBT myoglobin {&
RBEEALRL . (L <A AL I ARBK T ROZEEDAR
FETRT (5401, 108Ic 1EIL <2 AILH).

MJogging) FRERIZ K5I L BEE D 72 HIC BITARRE & > THT L 72,

FOREARM ISCHEMIC TEST
WL

2500:

na/ml
4000

MYOGLOBIN

2000

LACTATE ' 0

(14
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0 1

0* 5 10" 15 30' 2 5° 10
BB ME D BT, ERERAYICE B OFE
BiRERENT, OFEPD lactate [HL K5
micBAEE L AEEREGEZRLE, MF
CPK iz b3 LR 2RI oI L, 0¥
myoglobin iz FEMLAMENHEMEZRL 2,



EICBIT2EEIR & CPK ENEHENER & Host
LTEENZE LEHEZ b5,

5. Jogging SR8k : AV L H M HRBE £+ R
EHE L TRENDITIe—2iz=eT Vb s,
BATACEELZHBNIEZ2ET S LHUMENEE
BEICHT, FATRELTHBLIEEL L T
AT, ZOERBERLILVWILDTH 5,
EATEEEIZ1500K %2 EE % SFic BB IclE ¢
72, B 1 ENIHEFR2.60KTH 5. #1,000K &
D I KERRATEOEE 2 BE L 149, 1,200k T4
CEMTAREE > THUE L7z, $ikB 3 hmid s
EUBTOLTREE L), BHEREEL L -»72d¢
BERTIIRER L 45 TR RS 5 i,
% CPK I3 1 28R I BB 70182 TR L 72, 85
2 Elix I-carnitine 600mg (1 HE) # &0 A%
24T -7z, FRIBREHCEM®B S D BESEICLE
HEHICEE 2 ATV 595 Jogging B o ikE i
B o2 T, 1,600KE1TR LIBTEETH Y, HEE
ELABCEEAETINATH-2, MiECPK
EIZ12RRE L RBE T E Aed » 22 d%, BAfEIR
1380icik # - 7z, %8 3 [H3 1-carnitine # 1 B &
800mg I E L TT» 72, MEB BB LES
LN DU CEHRREIBANLY, EMHEIZKEM
REDG N2 E x> TLE 7, miBECPKiEIZ

CPK
1u/L

5000 I, 1200 m. (V:2.60 m/sec)

2500

I1. 1600 m, (V:3,03 n/sec)

et

I11, 1800 m. (V:1,95 m/sec)

1 so661nG TEST 12hrs 24hrs

B®5 Jogging REARF M CPK fELEY. T i A .
B¥ l-carnitine #5871, I1iZ 1 H600mg & O
51%, iz 1 B800mg #E5#ENH Lo, 11, LIT
BEVHEEZ B3 L ETEEE - 72hd
BIRTEAFTTHET D » 72,

BHMETY TI21400 & B %R L 72, Jogging b F
Bn7Zs & 81 55882, HELE1E, 2
F& i3> - 725 EEBERIZEEY, HEES
HEOREIIEIE L ) Bz 85 Th -7, CPKA
IHEBDOREERL T (H5),

* x

R ESE D FHL D — DT H 5 myoglobin R
EDFRIZDOWTIZRL L L DL S5 N T v 325,
BEEEREBE LT, BERRBERICEZLD
T Phosphorylase RIBIEICREZEND L DHH
N, MICEEERN L D & LT CPT K#i#E, Carni-
tine RIBEEHSH 3. FIHILBHELERIC L > TR
FET 255, #EBIILLABRVGERPEEBEICEXR
ENCRIET 58D Y, ToZERHOIANL
X—EE L COWHE LIBENDEIC L 28 %M
BThHd., FEBROHGEEZET P55
4 615 Adenylate deaminase KIRFE D = DF
ZANX—RBOE» LEZ THEEINRITL S
L,

FEENFIEFRM, WEFRY> LA T, FHHERK
HERFEREIEZoN L WZ Li3fkicd~72380
TH b, FEIZHERIBRBIERICIR LA b
BETHBHZ L» 5 CPT, Carnitine KRIRSE & B
WITE LWy, —IEHBICOWTHEL TAS L,
CPT KRIRfEIZ { V3BT myoglobin R»tH 1, Z=
oA TCPKIEND LA%# 22 SCTALE L R 277,
AIE THEEREBRZ O ESH AR CHEIC CPK s k-
AT DI L3z ) CPT RIBIETLIHFRYTH
5. BRET triglyceride * DD JRIFER % ) & {E
IHRETIZERDS LN h - 72, CPT RIBFEIZZ
ERERABR TME ketone KD LA A Lo &
ShHh 2 F D ketone KN BER G2 TFT D
D, EFIGEWEREZRT LD, ZHIIE
P CPT % O fth mitochondria iz 17 2
ESIRERERICBIR T 2 BRDRIEIC L Ll
e,

Carnitine RIBFEIS, LB 5 DTS 2
WIZIEEITHRERE L EERE T2 I0TEER
EBORICHEHBENEL, LWL 2E 252 iz
BYHE, DRHEAEEZIZLHBEEN LW &
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% 4 5 Carnitine RIBEIEIXTES N5 27,
Carnitine RIEFEIZBE 2 W BEfE T B BERER D E
BR2TRTLOH@H|ESI N TS Z &R, carnitine
HEIC BT AR LARTH S Z EAHF AR
AE—RBHICEOEFRIZAE (, TENREHEE
i FEaEEE R bk, ERDSRER
Deaminase RIEFET L HETH 3 57, BENHE
PR D EEBOTTES % b DH L, EEED
HHEEIRTRI SV TORAFTIITHATH 3.
ASE B IIAHERIC CPKEFERE THLHICLE
5, BE»ORKILES (AHEFLED) T
CPK i k51, E@pikiREEN A b, T CPK
{EDEEHHEEICE > THE SIS Z &, I-carni-

tine BpEIC L > THEE2 A D 2 L FOFHID 5.

DT LIIAEOBEEI B AINX—HICH

ZHREENFEFHEI bND, LHFRBEHGT
L \v» 5 Z & & & mitochondria i2iM T 245K - B8
BoRHE, 512 ATP/AMP OFAXEZ L T3
E#E2 LN T3 deaminase b FH T, SIRIEA
WIREHIUETHSHH EEL S,

F &

1, BRELOFROERIC L DV ARESEE 2
~L, CPKIEEAZ22T 2 REEI A F— %28
=L,

2., FIEBHEIZOWTHARE, Jogging R, B
BRELRREZITV, ZTOERICOVWTRELE
gL 7.

3. EBITEEN 2DV T l-carnitine £ O 52 k -
TERDXZF L2 AR ELHFETHET 5.
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18) ‘BA&#h D MHERIR BRI 55
— R HERARHE, H.0v%, Fiber splitting I2D\T—

X O & =
W & o IE Hi* w N F= & BH B —*
HOH | — W OE OB
(PR - r1 EPHEE
HIEMEGRBICB T 5 HEMSR 2 RETT A, Case  Age  Sex  Clinical Muscle CPK
£ DA, FURIZTHE, BHEL 2 BRI L e mf”” “f”“’ ”
THERSNZHEAD DB LS I2BbND. BHER 2 % 3 ¢ 6s
BEBRNT 2R, ok LBEBRERICH DR S i i 3
AL L VEETHLY, —HRECBELR Z §§ 5 5 i §
BB L URICHRERND, blh L BEMEL -8 g s 13 4 u
HEOBE 2 DT L BKILL 228D 1 4 : T 1 =
TOBRBERTIZ L LELERETH, s 5 5 7
EE= = —o>EE (LT MND &83) Db o
BEED L DITIE, BRICIEAAL L 72 B5 Ak 2 BRsA L % s 4
ICADEHHY, TR nbDBERIETIE, B gmimlgiom H 2.5 ; 588
A%, Fiber splitting 2 & DZE LA RRRIC S (B Kennedy's disease o . -
EEAND, SEIZ, bzl b, ExE o1 disenn M ’ ¢ 923
#, w0, Fiber splitting 7 & OFFRL % UMz, oo s . @
BRERESGRBOSERIE R IRETL 72, yotontc Rystrophy, 3 . 163
Poa o : 3
ﬁﬁs °t Ujiﬁ Polymyositis

*%iz, MND 5 &0, BEMEREB E LT, Mk : wr 08 3 6
WS R b a7, SREBRCOWTRN 1§ [ 3 £

L7z (k]1). MND T3, miECPKEIc k",
2OD7N—TIHME L 2. CPK EIEH &3,
ALSI12%I, SPMA 1#IT&H %, ALS128l 5 b,
case 2" RIEARIE % A 72 BIT, ERESBEIZH20
FLERICHIZ 5 T35 MH1IFIIES 3 F
PRTH2, B IR LBEREEIT, IR
FERE D BERMITE COHMZRLT3, &
ERET L > BN HETIL, case 7T 2BWT,
MMT 4 RBEDOH AR N TS, 0 CPK
I3, ABRRZEBRCRLINTZLDT, 1ZITER
* KEREHASB—AR

#HFICH 5, SPMA 163, BRI ELE L &7
BlTH >3,

- —Jmi#E CPKEEHE#/RL 7 MND 7 6loR
8Ri%, SPMA 4 %), Kennedy 55 2 #lic, CMT %%
1B DWTHRET L 72, SPMA 485 5 241
EEAERIC, Mt 2 BlIEMRRIc D L TS
BHOTWS, FBIFEE L 20FENEICRLD
DETHY, BT ABREICHE -T2, miF
CPKEI3162& D923 §ilicH 2., Ll ko 781
I3, £BBHETH 5,
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BaEMEC A o7 4 —fEiX, 3FIRE, 1
Blhc B, SREHRIE, 450kE, 1608
HTHN, BEFDZITEICAHLZINTHS.

Ll B ZEFID AR BR SR & ) B A %
fE8d L, H.E.$B2To7. S 5IZ100XNEH
|2 L 0, atrandam IC200BDEGBME S BEEL,
X F7IaREMT B E DI, BArORMEIC
BWT, H.ME Fiber splitting NDEEE+1T- 72,

= 2

CPK EEH # /K L 72 MNDI13#J o total D & &
} 5 4, "k, Fiber splitting # & 1 £l
L, Huls%, Fiber splitting I3#RHEDTI5IZA S
NP ERLEZLDTHS, X T T AT,
90u LU EDRERBMEIZ S SETHY, E2Hhl
#%, Fiber splitting # % % 3HE  BeH TEV.,

—F/ CPK#» ERL7Z, MND®DZNW—7"TI%

(B 14) 90u LI EDRBKRBRHEL S  BBH LNz,
Uik, EREOHREICLEH LSS, BX
B kD SEEICRE I N, £ /2, Fiber split-
ting b REOGERS RS LN 5. 40p LLTO/ME
DIRHEICIT splitting XA LN L oTlz, ZNLHD

M.N.D. 13 cases (ALS 12, SPMA 1)

% Fiber splitting
50

Histogram
500

250

L

K

HEy=a2—orEBIZEBIT S,
splitting.

BELEL T, —RICIERMHEE, Fiber splitting, .
dulig 7 ¥ DEEEAGIE, BEEHEL SHRIAL
NBWANEFEICL ) E{BESINIBEAFDH -
72, BRI DB TIL, WROMKICER L T, split-
ting BT MR FALNLSE, NS D
splitting Ic DWW T L ERENOFTR E LNz, B2
13 SPMA o Distal form ® 4 DT % %%, H.lik
LBIE LT, splitting I L TV 2RV BES
3. EFAMYIZ I Fiber splitting i3, sarcolemma
HOUBEARMERTICIBA L, FAAL Z2EuRERICIZITE
B ko ichEsrBERICBWTRES N
% (E3). )

LM R TIE, 90u L EDIEREMEILET
B, BOBIZERMCEBOBRMEICHFERRES
n2. —7%4, Fiber splitting izl A &¥A& 6l
v (H4E).

BREEC R T4 —EICBWTD, 90x LL
EoRABHERDET, RORIZIEEEELZ LN
RABHEICHEEBREEI NI NICKL, Fiber
splitting % 2 5 HERBH TEWL AT H - 72

(R 4A). 72 HHEYF DBRETIIHROENE
BRAREFIVFRFHI T H - 72,

MN.D. (cPK ¢) 7 cases

itti

Fiber

kX 77 4, BLE Fiber
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3

2  HulM%IizMm - T, Fiber splitting TR X 413,

Splitting ERH EERZ

Splitting #RiZ sarcolemma »#5EAEHERT I Fa
AL 727z b TERES 1, S 5IC splitting (2
SERET B 72 b THFEENICH O (<) A5
DD,

Splitting #RNHE M2 X fibroblast & &> 41
D —ErEEI N3 (d),

=z ES

JEARAEIC 2 5 N B B OMBFRIFTRICB VT,
FERARHMEDFAEIIEER L 228134 %0\, Stal-
berg 5V 1%, #FBDEH W MND 123\ T, Sk
DIRKRAEDAEZ D EEWEEEE & L ¢, BiAMIZO
REEELSTRICEIY, BiMEbick DEEL
FhARHE D collateral sprouting |2 & % #EH X
B icAT e bt v, Bl HIEBI LD FEEE
WEEINZ LT 5NDICKL, —7F Wohlfart-
Kugelberg-Welander /8D & J 12BN B # »
RETIE, ZOBEERILI»+7IiT b bR,
BORIMEBIIERILA A LN E E LT3,

F<zDMND » 5 L5 CPKE%R & 5727 L—
7h, BREAOKBIIILENEETH), T8
BLES, INLDEEFERETNL, HOEKXIL
D7zHITIE, BHEMNTEBI»EELXRFTH S
ErFEzZz N5, Lo LARMEEY % reinnervation
B ZTIZARHMEDS, VAT ARILL TR L D 2
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Polymyositis 5 cases

T Fiber splitting
| |
20: ; !
! ! ‘
ol .

% Internal_nuclei
| !
50 .

(
{
|
}

Myotonic dystrophy 4 cases

K4 LRMESL DREESX I 74 —EICBT2A M 7T24, H

ALo#%, Fiber splitting.

X LIZDWTIE, BALLTII W,

3 7o CPK IfifiE & B RMMEDBLEICIIER L
ZITHIEZ L%V, ZOBRBENIBKE Vo 2R
PHRICRENZ LD E I, TDAH=X A
DV, G L ICREPLETH S,

Fz DRETTIE, MND 28T 23 501G,
HL %S & U Fiber splitting $ 483 - T2 Z » T
w3 k5icBbnsb, Schwartz 52 &, FEEOH
4% LTHY, Fiber splitting »EK N i bix, T
+ 4 e MR E & T 72 B KR HE~ 9 overload
Itk nEL TS,

BRI & 2 HoRER(LIcBIL Tk, ek
I 0E®mBHOSEWEZATH S, Drachman 5 i3,
L oBEEEE, BAREIIRY - 72RE
BT bLLERENHEEREIMb o2 LW
SEnd, LAERND DLW, BERICHEE
LTALNDBEVSRNEL E->TWS, 50
Fx OET L -8R T3, H.0M%, Fiber splitting
e X ORERGEMERRICA LA EILIX, BOE
FALEBEL CALNELNTHY, —FHRE
=BT, POKIZEE I NS L DD, splitting

IR L TEZEINT, ZhoEEbiE, FHER

HERBEGREAEOMICKELEBWELT, 16K

ENns,
ABAckRiE, 0%, Fiber splitting DELY) L H
I2oWnTit, 4L B+ AREPLETH S,

X R

1) Stalberg, E., Schwartz, M. S. & Trontelj, J.
V. : Single fiber electromyography in various
processes affecting the anterior horn cell. J.
Neurol. Sci., 24 . 403-415, 1975.

2) Schwartz, M. S,, Sargeant, M. & Swash, M. :
Longitudinal fibre splitting in neurogenic
muscular disorders—its relation to the
pathogenesis of myopathic change. Brain,
99 : 617-636, 1976.

3) Drachman, D. B., Murphy, S. R., Nigam, M.
P. & Hills, J. R.
chronically denervated muscle.Arch. Neurol.,
16 © 14-24, 1967,

Myopathic changes in

—117—



19) Duchenne X b v 7 4 —SEHEMRH D
X — P ZA~NDEHEER
—HEMEEDZE BB —

*

WrRBAE kA&

BPRAre7 4 —EICBIT2HEENERTH
3008 ) PRAFFENDFE, EE, FrICELTE
BLUBRETH) AL T —FEDHERIZELNT
Wirvs, FREELFEEEICUEREE, £RMICH
BROLNWR—Fo 2ADBE T IcAEERES +BHE
L, ENnEEHZEENBERGOBHEAFDZEN
ERBEMYICHE L, LI EFDEFIIOWTE
ERICREI L oo THET 3,

e FiE
X—=F=eI R &R 7T I — NI THREEL, 2
NS IR EEEDTFERICMZ, T I~k

FHICIEH LB RABF M8 %E 9 4, Duchenne
B2 R b @7 4 —fE (LUF DMD) 8% 8 b &
ERBEDSCHY W2 X5cm) LAt
BNBBICEZRBN L WRICTHEA LRSS L 72,

B IIBER L, 2, 3, 4:BETERER
EHEXTERE & DMD 852 &5 DHEAEG O FaH
BEl, T X—F2Y2%2—FTIVRERLE
BRLEROERZUEL 72, SHEA 28 LS
HEICE YRS, BEEROEBICE D BLNAR
DD LITFBICHITEETH - 7z,

BIEERD DWW BB 2 THITL,2.5% 7L
F—NTNANTE FEZIIAEE, HI0SHESEL
7z, TNUIBHERICB T 5 FEHEHED contrac-
tion artifact ZBIT372DICB Tk »72, FNik
BERE2X—F72A0EE»5KkEL, £
IATE L T2/ 2BEL, /& % block i

* BIXSEr ERRBERE
*x BHIR 0 A= —chhEb/ B

1]

~

x

=+
=

5L*

®H OB & & =
YL, ZoOEEZBEEHRKETIZF v 7
BELL, By oBEUYO/FIE AT —
ICTRERNEBHICTREL 2, 88U 2V
TE=—N T2 ERBRERICTHEL 2.
BEHMBEZENERNREHIZN T NDES]
TMEU LD TS R F y ZIBELIAEEND Y 4
DEGVGEEZ AL 2T —gkal, F0B
ERRMEDTERIEA % at random IZERAEER400
BETHABRERICE VREL 2, F 228BAFFAMT
BEBNFH % DMD BEDHEE & match 8¢ 3
28, FI2ICERNEIEME 4 Bl & DALY
BHZIER ZERBERBRLFETI — F7 2z
BHERAEAR £ E U 2RI RRET L 72,

& £

RIBAYICIZIEHE B 38 £ U DMD S0
X —FT7ADETHEBD LT, 1:8#%ICIE
BHEAD L2 OMEFEDTZDHICHKRIE~E N &
ABEOFEEE» L3 TE, Z L THERR
ZORBDEAHBOBEICI VKR I, AED
BRHEBO L, ITBNTW B REBTRIER DR
RIZBFBTH-7z, Z L THEAIZEE & LIS/
S L-TRL LS iIcBbitiz, BERFNE@EIZ
BB E DR CET, PRBPIERPRLEHSITOB
TH -7z, RHEWICIZEE R, DMD BB
T 1BRICIIBHEA O RBE TRAMK L B 3 Wik
* L HEMLHMIRKE 2 5 myoblast, myotube
DIz, MMIFBHEF OPREBITITEI YR U
FARBIRRHEL L OERHRELIFEL, TOH
WERIZIZ (D DEFEETFHERE AR L TV 7z,
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2, 3:81%i2i3 myotube NDEFH*H D, TN oHD
W SICIBBENIEEREFETSINLALN
72, FHER 2 BLIBRICIIIERHBEAICDH
BEEABOE L Wil EEs 5, DMD Bf5HE
B OMBHEBOMMOIRE & R RELIZE
Thotlz, ZDLSHRMD UL TRLBKRD D
FrR & LT DMD BA B3 FEHE 2 SALMRIC IZIEHR

BBHERFOBAED L EEI MV ERLS AL L,

ZFL TR 4% TIREBZ L2 L O%H
R, BMREREPLZEZL LD, EHICK
L A 5 L7 v myotube 7t ¥ AIEH §, DMD %
DN ICEH LN,

E#H, DMD BBt N BHEFROFMIC
BIL Tz ¢ TIcHEEE Z TOHMEHNEEB? &
sRaN/Vv, BEAICRBIEZL~48FTn

BERICB W THEEBMICIIBRBBER tH L%
2i3% <, %72 DMD BN » b DE LRI
DFHFBIRICIE DMD EBBEICA L NG L) %
MIREOMERIZEBD LN o7z,

& T DMD $58BHA OB AT IEE N RS
BEA OB L ) EWEE» AL (X
B2, @1A~1D) T, BEGHERBOEREZ R
FELHERE2EZFNFNOEMNICDOE mean  dia-
meter +standard deviation(xm) TERT 2 &
B1NLSichd, KEBHSOEFTHIEI AR E
TIRREESHBOEZRIZIMML FDEBL T 55
matA bz, F-BEGMBOEZEDFERICE
LERIERTADIRNVHELML T, o7z,

WICIEENRE L DMD #o#ME%1, 2, 3,
4 BB NBEFOBEBHROEERIANDERALT

I:] Mpyotubes and myoblasts in muscle grafts from 9 normal cases (D : 8normal cases)

Myotubes and myoblasts in muscle grafts from 6 DMD cases (D : 7 DMD cases)

10 15 20 25 30 35 40 45 50 5 60
Diameter of myotube and myoblast (um)

10

15
Diameter of myotube and myoblast (xm)

20 25 30 35 40 45 50 55 60

Distribution frequency of myotube and myoblast diameter
Distribution frequency of myotube and myoblast diameter

Distribution frequency of myotube and myoblast diameter

c
A 60
S 60 S
< 50 7 50
z g
g 40 3 40
2 g
E 30 =3
o
£ 2 =
2 | 2
T 10 i % 10
k] I ) a
a5 i i { 0 .
0 5 10 15 20 25 30 35 40 45 50 55 60 0 5
Diameter of myotube and myoblast (um)
Q 60 & 60, D
> 2 50
> 50 g
] 2 40
2 g
g &
= = 30
g S
2 3 2
3 2
2 &
g
(=] 0 ; n 0 h
0 5 10 15 20 25 30 35 40 45 50 55 60 0 5
Diameter of myotube and myoblast {(um)
HE1 A
after 1 week of transplantation
B
after 2 weeks of transplantation
C
after 3 weeks of transplantation
D

Distribution frequency of myotube and myoblast diameter

after 4 weeks of transplantation

—119—-



#+|1 Mean diameters(um) of cross sectioned myotubes and myoblasts
_af_ter 1-4 weeks of transplantation
Case Age Sex ol:log&allj | Week 2 Weeks 3 Weeks 4 Weeks
I 15 M Normal 18.3%7.6° 22.648.6° 24.3#95° 22.5+7.0°
(n=101)b (n=60)b (n=122)b (n=83)b
2 18 M Nomal 14.0f7.4 195+72  23.0478  18.3%73
{n=119) (n=13) {n=50) (n =50)
3 16 F Normal 13.4%4.9 19.0%6.0 21.6+7.9 20.7£7.3
(n=287) (n=81) {n=115) (n=13)
4 21 F Nomal 16761 17.659 222464  20.746.5
(n=63) (n=53) (h=11) (n =56)
5 14 F Normal 12.5%5.4 21.2117.7 18.815.9 17.6%5.3
(h="1) (n=54) {n=103) (n=1)
6 16 M Nomal 162461 19.683 22.6+1.5  23.2474
(n=287) (n=235) (n=150) (n=124)
7 12 F Normal 13.6%4.4 21.0%6.5 20.5%6.4 21.116.0
(n=10) (n=176) {n=109) (n=64)
8 16 F Normal 15.6%6.0 19.116.2 20.8%7.3 21.7£7.0
(n=103) (n=108) (n=124) (n=57)
9 8 M Nomal 14.0+3.9 199470  17.5:4.2
(n=207) (n=115) (n=753)
0 6 M DMD 144%42 158450  17.046.1  14.6+4.6
(n=112) (n=187) (n=96) (n=114)
13 M DMD 11946 12.84#35 147440  13.4%39
(n = 46) (n=121) (n = 226) (n=63)
2 7 M DMD I3.1%47 165468  20.8£7.5  19.148.1
(n=64) (n=151) (n=54) (n=62)
13 4 M DMD 11.6%4.6 16.0%5.3 14.715.4 15.715.5
(n =55) (n=145) (n =50) (n=T72)
4 5 M DMD 168452 152456  18.0+6.0  20.3+7.9
(n=50) (n=15) {(n=T77) (n=T73)
15 2 M DMD 12.6%4.0 17.5%5.1 17.1£6.3
{(n = 345) (n =360) (n=115)
16 7 M DMD 15.5%6.1
(n=144)
17 13 M DMD 14.5%5.5

(n=141)

M: Male F:Female

a : Mean diameter (um) = standard deviation
b : Number of myotubes and myoblasts examined
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+&2 Group mean diameters(um)of cross sectioned myotubes and

myoblasts in both normal and DMD muscle grafts at different

stages of transplantation

| Week 2 Weeks 3 Weeks 4 Weeks

Normal 14.940.6° 99405 n3%0.7% 07+
(n=9)b (n=9)b (n=9)b (n=8)b

DMD 13.440.8% 562070 111+0.8% 16.2¢1.0%
' (n=6)b (n=6)b (n=7)b

(n=6)b

DMD : Duchenne muscular dystrophy

a : Group mean diameter (um) £ standard error of the mean

*** P<0.005

*P>0.1  ** P<0.001

ZLu2E8T 3 LHAILA, 1B, 1C, IDD L Hic%
N, BHE 1A TIRFICAZINEIIHL LT W
»%, 23:BLIE DMD BAHMIEOEESIMAITHAS
PIZXITRICH LU KRWRITEL > T b,

F7: DMD # L EEENREIC > FBEABHMIBE
£ group mean diameter % standard error of
the mean (gm) %K 2 LFHiEK 1, 2, 3,
4 BETRNBHBERFTE N E N9
0.6(x¢m), 19.94+0.5, 21.3+0.7, 20.7+0.7TH
N, DMD S#iEH T2 2N £13.4+0.8 (um),
15.6£0.7, 17.1+0.9, 16.2+1.0TH 1% 2,
3, ABHTIIZENh T P <0.001, P<0.005, P<
0.005THF I DMD £RE» H D EEFHMEEND
EEIM»-72 (F2), LEomrRiz 3 Cici#
BN TREL., ZOWRTIIXRBELTH
WREEARFIBRENEREL TE 5721 age
match &% 3 L 5 BH2d, HEEENERGZY
BETE5 Z izt oL, BRAICL0RMAI%T
EAEELO, E- THEBIC L 2HERMRD
EHENDEWEFARZZ & LRk, L VBEEE»SL
NERBEZACTHEGHREZEOMELRAER
BREIFTHY), T TRBEZTIELNEE
*82/RL7zv>, DMD 6 #J&13iT age match L 72
AASALERICIER AR FRPI6 8 (251

b : Number of cases
e PL0.005

A TER2A, 8®1IA, 101A, 12521 A)
DWTNLKEBUEG %2 X — Fe72A0ETICH
ML, BEZ TICBERL, 2:BoEEmMman
EHEZUELLZ, TRENDEF D L DBHEN D
BHiE1, 2:HA%0BAEHMEIRERE? mean dia-
meter + standard deviation (xm) 2R3 IR
THEN)TH D, 2BROEFNDEHEHMIBNEREI
MOIEF L D L EERIMMAEASGALNDS, T2
IEEXNREE 6 5, DMD 2 6 fIn#MHE 1, 2:8% N
group mean diameter * standard error of the
mean (pm) i3 181 T IEH® X B #13.7x
1.4(xzm), DMD #£13.4+0.8, 2:8#% TIEEXR
%18.7+2.8, DMD #15.6+0.7C 2 :B#& 2 1%
P <0.05THeEHEYIc B F I DMD B THAERM
ROBEERI D - 72,

1 3
FENDKEAEE L THMARERAEIB I SN0,
AFEERGBEDIAZE 2 R THI TIIRERS
ISR A LN T WS, D
&5 A HHIEOTILIIREEEZ TORL2NZID
EFNEFAL TEL N BEHMIBICIZEED S
NZuhro2, BLAEME LD %% honey comb ##
EhEAFHERPEVESH LN, DMDBAEBT
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#+ 3 Mean diameters(um) of cross sectioned myotubes and myoblasts
after 1, 2 weeks of transplantation,

Age Normal
Case (gr) Sex or 1 week 2 weeks
y DMD
1 7 F Normal 13.8 = 4.6 21.4 = 7.1
(n=117) (n=224)
2 7 F Normal 11.3 £ 3.3 16.1 £ 5.5
(n=81) (n=244)
3 2 F Normal 13.9 + 4.1 145 1% 4.1
(n=201) (n=233)
4 8 M Normal 14.0 £ 3.9 19.9 £ 7.0
(n=207) (n=115)
5 12 F Normal 13.6 + 4.4 21.0 £ 6.5
(n=70) (n=76)
6 10 M Normal 15.7 £ 5.3 19.7 £ 6.6
(n=120) (n=172)
7 6 M DMD 14.4 4 4.2 15.8 £ 5.0
(n=112) (n=187)
8 3 M DMD 11.9 £ 4.6 12.8 £ 3.5
(n=46) (n=121)
9 7 M DMD 13.1 £ 4.7 16.5 £ 6.8
(n=64) (n=51)
10 4 M DMD 11.6 = 4.6 16.0 4 5.3
(n=55) (n=45)
11 5 M DMD 16.8 + 5.2 15.2 £ 5.6
(n=50) (n=75)
12 2 M DMD 12.6 £ 4.0 17.5 =+ 5.1
, (n=345) (n=360)
M=Male, F=Female, DMD=Duchenne muscular dystrophy.

8 Mean diameter (um) + standard deviation.

b Number of myotubes and myoblasts examined.
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{ iEF % membrane biogenesis *HFET S Z &
DEEI O LTz,

WICEA BB BEEY>HTEICHE EIC DMD
THIVEWHIBERBBEKRDILIMRTHS, it
BEBOBRBEDHEES#HEI»DMD BHERICEZWZ &
&2 RLEILICE B ELEZLNE D, IE
EXTRGOBIES L BiE% 2 8L IC 2 DMD #
BHA L EREEDORMEIF ML & ke
WEA20T, ZOEIZIBEHBRIBEADR
HICE 2 —ROLEILEFZ 12, ZDEERICD
W TS 555, HManiEz DB OF.LH)
IFLEZ LTV 3 Golgi HENEEHAEEDT
E¥BELER & DMD BAES & TR % 5 HEHES,
Mastaglia 598 5 £ 5 ICDMD B £ % Tl
mitochondria 747 {, ZDELETANX —H
Twed, ZELIZL DIRIBS LTV 5 nonlyso-
somal 2 ZE B 5 B EEFE (CANP) & H® = lyso-
somal enzyme, $12.(¥ acid phosphatase &%
EHRAACH & TR BMRD H 5 BEEROIEE T
5, DMD &L D oFEHHMIENICE T 5 ESE
DRFEZ2REFTILENDSH, FLHEHNE
ZFLBER 2R 2EENABF BB FR DS
ELABEWEHERY»ALNZDT, THED
ZRLTCEICRE2EHTWE 2\,

X [
1) #FHWHGL : Duchenne ¥ 2 b w7 4 —fEERSH

—123—

2)

3)

4)

5)

6)

NDX— F2 7 A~NDBHEER, B2 A bv74
—ENFRRICBET 5 ERIRBT R (Z4FHE), 0850
SSAEEM AR ®, 1981, p.114.

EHWHFIL . X — Fe72A~BH#E 72 Duche-
nne ¥ A F 97 4 —IEERHOFIBFHIRRET.
B A b o7 4 —ENFRESRFICET 3R
WP (Z473E), PBFIS6FEMARESE, 1982,
p.87. )

Wakayama, Y. & Ohbu, S.: Light-and
electronmicroscopic studies of transplanted
human dystrophic muscles to nude mice. J.
Neurol. Sci., 55 : 59, 1982,

Mokri, B. & Engel, A.G.: Duchenne dys-
trophy — Electron microscopic findings
pointing to a basic or early abnormality in
the plasma membrane of the muscle fiber.
Neurology (Minneap.) , 25 : 1111, 1975,
Mastaglia, F.L. Papadimitrion, J. M. &
Kakulas, B. A. ! Regeneration of muscle in
Duchenne muscular dystrophy——An elect-
ron-microscopic study. J. Neurol. Sci., 11 :
425, 1970,

FMHEFXK, PHEER, AHE—  Plasmocid {Z
EBRERNI AT —DOBEASTEEE—HY
Ata74—EENBEE—. BRI 74—
EN R ICBIT 2 BRIRRIRF R (Z5F3E), B8
FISTEEEHPERSE, 1982, p.d6,



20) HBHEMHRBIEBRICEB T B satellite cell DIRET -

v v

=] g]

FaZi3arhl, #ITEBCR e 74 —E, %
HEHRICBWT, HEED stem cell 2EZ L
T\ % satellite cell DEAIEEITEEE & g L T
AEICHEMLTBY, BTEHCRA 74—
Ty, BEERIIRCNATV2EFLZEELA. L
PLINLEEBEICHNT, Z0BKEBIZIEYE
ICRZT->Tw3, 40, ZNAL5HEHL /2 satellite
cell BERDAEND REDFEICDOW-TRETL 72,

st ®
Duchenne ¥ 2 b w7 4 —fE (DMD) 5
B, %ML (PM) 56, RUIERNBEE
(control) 7 flicD>wwTHRETL 72,

;] &

BREFEIC, 10fELL Lo satellite cell N EFEE
E## D, NEC-PC-8001EI{&f#T 3£ & I T, sate-
llite cell ? cytoplasm, nucleus, mitochondria
£ 2 D, cytoplasm D4 #Al4K (cytoplasm+
nucleus) I2xf3 % HEi&, mitochondria # cyto-
plasm 2%t 2 EF& H, mitochondria %z > w>
T, morphometrical analysis #4T77% - 72,

% =2
BlENWMC, SREHRIIITRIEE HBL T,
cytoplasm, nucleus D Ef#, mitochondria DKk
UIROEFRICIAN T, HEEDHIN% D255, cyto-
plasm D& #fafkiz &3 2 migH, mitochondria
&t cytoplasm X 2 HEikicizEEE%
&% Hh o7z, —F, Duchenne U 2 b w7 4

* WKL EFEBRFASEAR

—fETIZ, HEHEICHN T, NBELOBICEEE
2RO o7z,

* =

BTE, FAEIT B RS R, Duchenne BUfF X b
O 7 4 —IEICTIE, satellite cell ¥ & 3kiz, #R
MaoiEniEELE RT £ & 2 5 15 satellite
cell # M euchromatin D E&IZFFicHEmML
TWBHEZMELLY, ELI5REMRELD, £
SR RIS TIZ, satellite cell DA N ETE,
% EiT#, mitochondria b *BE L kL TH
Ficwml Twie,

Watkins % i3, nuclear size D3Ki3, o
FETCENERLEZ LD LI T B2, LE
&N, SRMEHRISHTHEML % satellite cell i,
EHERK, NBBESEICNTLIERICER TR
EEzZ LN,

—7%, Duchenne BF2 X b w7 4 —FEICIAT
1%, MEREE L HEE L T satellite cell ? cytoplasm
DTHEFE, nucleus DTETE, mitochondria #iz T
BINMEM 2 2H 2 LNDFENHMEHFLICIRE
Loz, ZNEEY, Duchenne B X b v
7 4 —RETIX, TN LWL 7z satellite cell B4R
DERRIZESREHR LB L T, Z0EELORE
BErLinwint#EZI N5, FsiE, Duche-
nne BEH P X a7 4 —fENERKEF 2 nude mice
ICHBIEERZRA, BB ELEEL T, Z20HEAE
HEIZHNBE2HREL T3, 4%, Duchenne
B At u7 4 —{EDBEEGELZHRTICH
729, satellite cell 2» &5 myoblast, myotube ~
FEBELFMICRIT T2 LESH B,
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& Summary of satellite cell mqrphometry

cyto N cyto mito mito mito N(L) N(S)
(qm2)  (pm2) N+cyto(%) (um2) cyto(Z) (um) (um)
Control| 5.78 6.82 46.34 2.57 0.188 3.28 4.67 1.77
(n=7) +1.44  £1.27 #5.30 +0.85 0.101 +1.59 +0.85 0.28
DMD 6.85 8.08 46.33 3.15 0.162 2.44 5.14 1.99
(n=5) +0.85 +1.82 +2.67 +1.00 0.062 +1.01 +0.73 0.12
PM 8.21%*% 8,25% 48.82 4,77*%  0.257 2.73 4,63 2,29%%%
(n=5) 1,78 £1.24 16.12 +2.38 +0.090 +0.50 $0.62 +0.33
t-Test cyto: cytoplasm mean £ S.D.
* p<0.05 N : nucleus
*% p 0.02 mito: mitochondria
*%% p (0.01 L : diameter of long axis

S : diameter of short axis

& o
Duchenne B 2 F w7 4 —fETIZ, BE/H
7 stem cell & & 2 L5 satellite cell DEITFE
BICHEML Twaicd»»b 5T, b sate-
llite cell BARDBREEICBIL Ti3, SREHL LK
NBE, ZTDEEACDOIRRERLD L L, M08
RENET N H 2 TREME AR & Lz,

P4 R
1) BEBTAER, AAEL, SPESE HEBics
T % satellitecell DiREt. BHEE " b o
7 4 —IEDRIERFICBIT 2 BRI TR (Z5F
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3)

BE), FERIS6AEEENTRREEE, 1982, p.95.
Watkins, S. D. ! The number, size and
morphology of satellite cells in neuro-
muscular disorders. 5 th International Cong-
ress on Neuromuscular Disorders. Marseilles,
France, Sep. 12-18, 1982. platform session
n°40.

Wakayama, Y. & Ohbu, S. ! Light and
electron-microscopic studies of transplanted
human dystrophic muscles to nude mice. J.
Neurol. Sci., 55: 59-77, 1982,



21) Carbonic anhydrase III (CAIN) D A B4&5%

BT BREIIONT
B A F e
WEBhHE B I " H M Y
B H B E FH T MR

Lo

R, & FEHE L Y carbonic anhydrase 7 4
VYA LND1DTHBIE (CA-II) »4oEEER
BNz HY, AEERITIARAORPHO IR, HBET AV
WA 2 & IZEERILERN S L FRIBILFEIIER AR
TN, ErxoMBE B LUEEHICRECESHFE
THEELNLTWS, ELIZENDTEH ] mg/
gm wet protein & ZEMNH, HEREND—
—Z WAL LE L TCOTREREFTRRINT S,
B1EF BN carbonic anhydrase 2B ic ={bZ8Y
FHICED, BRI LNEHICESEENS &
MEINT25?, Re2nM5 R EBFEIC
TNEEBETAL -2BEZ V. £2T, ZOX
FHLPIZTL, CA-UICHT 25 RuER%1E
8L, BEEPURRIERICTY, & 5045 M, BEH#
MAREHEZEC T CA-TIDHAHANTAHIZOWTER
HimziznTHET 5.

B e HE

—— CA-M MY — FIRRRRICHIB L 2IEH
b FBEERS L D Nishita 50 FHEY 2 WELLT
N CA-NIZ7EERLZ, E¥e FEES
100gmic 21EEN0.01M ) > B4 ) FHK

(pH6.6) %Mz polytron homogenizer T €
Ax—F L7, &L EHFE (10,000g, 1557) 255
» U HEREE TFE{LL 72 CM-Sephadex, C-
504 7 4 (2.5X50cm) iz iF, FEEESTEa 25
¥e- 7212, NaCl ? 0 ~0.2M linear gradient T
BHLZ.CABE®7 77> 3 v 2 HEHBHEE Se-

* JLBEAFE Y PR EN R
* k JLHEAYEFEBE— LY

phadex G-75 (2.5X80cm), DWW ThH I LHEES
BRkEE (pH 5~8) IcTHML2Z, B CA
-l %2 S-S #EEIC L D dimer 2&K T3 2 &
PFHLNTNEZNT, BERAT v 7OREHEPICIZ
0.5mM dithiothreitol % /12 7z. Carbonic anhyd-
rase O B G %13 Wilbur-Anderson D JR 39 %
—HREL TRIEL 2. MUEHOMEREIL,
SDS-PAGE (polyacrylamide gel electro-
phoresis) iI2TiT»72, —— CA-IIiZx3 ¥ 5458
NEDES — B CA-1II 1 mg % Freund’s
complete adjuvant & & L ICKEEFEIC 184,
sF3mEGIRL, BBk 7 ~108 i +aHuk(f
DEFEHRL T LERIRL VML, £/
W kEE A (crude muscle extract) ICX§ 3
PR D RN ETERL 72, SULENORFERMEIL,
TIVHERERIES & B ESR KB TR
7z,
—RNLFF X —+ (HRP) #FE#A CA-TIRE
DER—CA-HLIz M § 2 HiliF 2 CA-1IHES
Sepharose A BRIERE 7 7 L2 » T IEHEEE
*+5rdk- 721, SMKSCN TREFEKZERL
2. Tk Sic L TR CA-HLIHE&» HRP Z
%12, Wilson-Nakane D F &9 12 TITvy, F 28
HBEBRNLHIEFEREIgG » HRPZ#H L Ry
AT 7z, BENRSEEZ—t FERB (L
BiTEAS, SRS LRI L 2RETTER
HHEEZHIN L) OREEFRETH (8 u)
#3057 E\EEik, W T b, %5 —n,
periodate-lysine-paraformaldehyde & 5 X
(PLP) &< THEICEEL 2284 %, UTH
RRICME LR BERETL A1), AR
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Direct ImMMuNoPEROXIDASE METHOD

UNFIXED CRYOSTAT CUT FROZEN SECTION(3)

AIR DRY, 30MIN

FI& IN coLD AceToN(or 957 ETOH, PLP soLn.),15MIN
WA%H IN PBS, 20MIN

0.3% Hy0p-MeTOH, SMIn

WA%H IN PBS, 15MIN

10% NORMAL SWINE SERA, 30MIN

WA%H IN coLD PBS, 10MIn

HRT—Rb ANTICA-IT 196G or HRP-Rb normaL [96, 37°C, 2R
WASH IN COLD PBS, 20mMIN

DA?-HZOZ SOLN, SMIN

WASH IN coLp PBS, 10MIN

DEﬁYDRATE, CLEAR AND MOUNT

E1 Flow chart of direct immuno-peroxidase
method
ETOH; ethyl alcohol, PLP SOLN; perio-
date-lysine-paraformaldehyde solution,
METOH; methyl alcohol, PBS; phosphate
buffered saline, HRP; horseradish peroxi-
dase, Rb; rabbit.

N X% F—2i30.3% H,0,- 2 %/ —ViIBHET
7'vw 7L, F7 Fc receptor {310%IE K Il i
T7'vy 7%, HRP BRIk £ 37°C, 2 B¥RY
A>%axX—}L7% arybte—neL Tik
HRPEBIEERTE 1gG 2 A L 72, 7= block
test & L CHHABREER 2 CA-NIIMETA > % 2
~— } %12 HRP #E## CA-#Htk = LRk o an
CRIGE®72, 2w DAB (diaminobenzidine)
-H, 0,3 T HRP G # e LESBEL 2. B
BRAT v 7 DOWHEIZIZ0.01M  PBS (phosphate
buffered saline) pH7.2% R\ 7z,

% 3
—CA-MIDBY — FERT v 7 DiEH vy —
>#F2izRL72, CM-Sephadex # 47 v
FIST7 4 =BT B 20oMFE Y — 20 bET
(v — 7 CA-1, CA-IIFtkE KIGL v
Z e 5 CA-lIEEZ b, LT Sephadex G-
75, AT LFERBERKBICTHEROOEMZ
EH72, TBHRFOB/BY— 7 RN0E L DRIE

s CA-ITEHEAL 72, SDS-PAGE LD,
Sephadex G-75%" ViF@ D XM T % D #{b S h
TWa I edbhhrofeh, LICHEREICHEETS
72 h 7 LAEBRABERKE 21T- 72, CA-1IIZ
pH7 4icB—t— 7 & L Cik& & L Carter & 7
T —% &—EL Tw/z, SDS-PAGE T CA-Ilix
1Ay F L LTS LN FREIZFH28000T
Ho722(H3), & BHAMMEBEOKE) <5 —>
6, CA-NIEEEF RO major band & L TH
ETDZ eHbhro7z, —H CA-NMHHEE (a-
CA-III) DFREDNRE — 4 17 VINILRER
B L URBERKENEELRLL., RELD
< a-CA-UI & P IMMAIT 1 47D, L L
MNEALTLICHATI2HERPER L2, F72
HA Enin{ CA-NIix a-CA-l & DA LRER %
R LI CA- 1, CA-IIH&K L ZRIG %258 %
Dol TLRBRERKETL a-CA-NI1 & A
HHEEIRMUEA R —OBEIEL2 LD 1 A0k
Beigon 2 %R L, a-CA-NIORERMEIFEZI N/,
——HRP 28 CA-IINGDOHE— ¥ VN
WG (K77 v=—8:) T1 ug o CA-IIIC
L C2EFRTBRBELERLANDT, ZOFR
B EUTOEERENERICERALL, — B¥%
M$EZFRCS I RERZR —XS5 aiz CA-II
DRFEERL 2, ~ULAt XL F—ERICEDIL,
FICHBHENICTFEL, L LBy 25 HauEst
E, AP R— BT bTHrICLrRe
ENLWEHBRERD 2B TR I NTRICTEY
A4 7RER L7, BR¥ARE D BARMES L FAR, —#R
HRENZBRBIN, BRENICBITLR
ICEMIINATA I EY, H—LREEOTR
2EL LB Ry, HRERNICHEFCIOMRT S
BYER A BRH 2D, BHEEDHEIITTTEETH
o7, ERBHKIIEHREICDR > TITHF
ICHREFICREINL, IEERSCDTHroR
BERL2Y, BERBIIRT Loz, BH
BRUENMEERROMB LB L T 5 Z LITHR
Tl Bbhrz, 5 bix HRP ZEFREERRE IgG
FRHWANBERTH 25, RO BIIED
e - 72, Block test I T FARDER R 72,
F 7z, fibertype DRIEN 72 HEFYI A % myosin
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A280
r A2s0
13 v
02 400
-
gl 2
‘I Ivi :_; é
tivit -
k/“ vity 2 g
q01 00 @
2t 3
NaCl gradient
PR NP e - o pnd a
50 100 20 250 300
Fract No {({Smi/each)
CM-Sephadex Column Chromatography
Azs0
A2s0
30k 6F
PH
0 4F 10
‘e
E-]
2
o 5
1] ¢ g i g 4s
400 5
-
<
200 ©
4 M —_ 0,\\\.
‘ 2;) 11) 52) 0 20 X @0 0 ]

Sephadex G-75 Column Chromatography

Fract No(3ml/each) Fract No
Column lsoelectric Focusing

2 Elution patterns of each purification steps
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SDS-PAGE
—
a0 . u LBSA(68K)
;;i‘i - LHGG(H,50K)
T e — ‘FOVA(45K)
M S | GG(L,23K)
;-Myoglob.(18K)

X 4

~Cytoc(12K)

S

e ]
G75 G75 |EF
(1st) (2nd)

SDS-polyacrylamide gel electrophoresis,
CM ; CM-Sephadex, G75 ; Sephadex G-75,
IEF ; Column isoelectric focusing, BSA ;
Bovine serum albumin, HGG ; Human
gamma-globulin (H : heavy chain, L : light
chain ) , OVA ; ovalbumin, Myoglob.;
Myoglobin, Cytoc ; Cytochromec

Immunoelectrophoresis

Specificity of anti-human CA-III serum,
CAI, CAII and CAIII stand for carbonic
anhydrase-I, II and III, respectively, a-I, a-
II and a-III stand for anti-CA-I, CA-II and
CA-III antibodies, respectively. Mu-Ext;
human muscle extract, anti-Mu; anti-muscle
extract antibody.

ATPase (pH9.4) 3 X t* NADH-TR (nicotina-
mide-adenine-dinucleotide-tetrazolium-reduc-
tase) THufh | HBRRET L 72, 5¢ diz, AE
#H: (c) ¥ NADH-TR (d) THEDHERTH 2
A%, ~OLF X 2 — L RGTRET 2 HRMEREI
Type 1 fiber TH 5 Z LA 7RIz, 725
d iz & 545 intermediate fiber IZXHE 3 5 B
#El2 1%, lightly stained fiber (Type II) & [Efg
WCREDNEERLTHTH - 72, ZBHEENA %
AEi#OBEEIZ PLPEERICL 2L D27 &
b, BB/ —nickBrnL)FNTY
72, F 72, AEBE L LIATARE L oMY, 13
IZE L CA-TIDBAE F — > 2R L 727, Bk
DFH, SLIEBFROEEIIDLr 572,

=z %=

Carbonic anhydrase 3B ICIZTFALEL
L #E 2 LT WA ?) Zborowska-Sluis 'V %
Moynihan? & |Z extravascular carbonic anhyd-
rase EEDHFEE KL T v MTB W TAELYER
IZEEBA L 72. %72 Moynihan (27~ F D red so-
leus muscle #* white muscle (extensor digitorum
longus) £ D LD EWEEERLZ EEEL
T\ %, Ridderstrale® 13, Z &% & LFa9IC
EHEEFH T 5 729 Hansson 9 cobalt phosphate
B E2HBELTT v P EEHEEREL Y, R,
BHOMICEELREaENELZRDO LI o772, Z
LI X L Lonnerholm!® (&, v AL 727Y
XERGEHAY, EUFETHREL BHRHERICEH
L REENEEIEBDOL, BEI NS fiber
S E D fiber type P IIEEL T\, 7272
acetazolamide |= & 2 #IfH|EBIC L ), FHHRMHERN
DD, MEBEND Z N & HELL, 10004F L #D
HlEFHE R L2 Z L 2HEL T 5, Carter 5
I2& % &, CA-IIIIZ CO, hydratase {&HEAE L,
DT A4 VA 4 L HE L T acetazolamide 7
FREICEWIETIEZ R T ELTWS, - T
Lonnerholm D4 L 728483 2 Bh#R#E 1L CA-
MDOFEICL EDLLNDTHDH) EEZ LD,
SEDWET, Kxlz, TOBET L HEMEET
CA-MInHFEEIZLBILINTHY), Tbd' Type
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Pairs of serial frozen sections from human skeletal muscle without
pathology (original magnification, a-b, X40, c-d, X100, respec-
tively.)., a-c; immuno-peroxidase staining, b; control incubated
with HRP-labelled anti-normal rabbit IgG, d; NADH-TR. Note
that peroxidase reaction products seen in certain fibers only
producing mosaic appearance (a). These fibers are corresponding
well to type-I fibers when compared with the fibers in NADH
-TR stain (c,d). Control showed no specific staining (b).
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1 fiber TH2Z E2HLAILz. L LEBR
MENOEMABIER, BELVILORE»LET
HhH, BTRIEBTH S, LBFRERNERFEN
&# 2 LT CO, transport Z{EHET 2 = & HoHER
ENTWBHY, % Type I fiber IC§FICEH T
ET20PENI T ERFATHS, ALl S
CA-II»s Type I fiber icE & LCHRET S Z &,
ZLUICH PR a7 4 —iEiIC T CA-NIA M
icHEmT 5L VI BE?H BT b, CA-II
DR RIC BT S Type 1 fiber REN~—
=T D I DT EVIEFFVLNSE, R
7, BRREYICHRBOZNICERE L CPK iZEC
Type II fiber icHFET 2 L3P, Th el
BT T, CA-MI%ES5EBRETL T ERY 5
»HbrBEbhi:,

% o

1. EEe FEBGLN CA-NIZ2E—FERE T
BERESIL 72, 2. CA-NLICH T 28R RAELRE
I TYREBIL, SEEIbZac CA-IDBAIICE
T 3o % Tz, 3. BEERIUAERBEICT CA-
Mz PIEEHICBWT, £& LT Type 1 fiber
IKRETH I EXHEL E L -2, T, HHE
BicBIFakERE—3 L2, 4. CA-lIAY, £fE
FRBEBICEWT, £l Type 1 fiber BE D
o—J— & HEJHEMEAURER & L7z,

E: | 3
CA-IIBnIGE R UH CA-1, CA-IIHifk %
#7272 & F L 7z 2k BE Wisconsin X % Deu-
tsch FIRIC BB L 7.

p 73

1) Carter, N., et al.: Characterization of human
carbonic anhydrase III from skeletal muscle.
Biochem. Genet., 17 : 837, 1979,

2) Moynihan, J. B. | Carbonic anhydrase activity
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22) M primary culture DHENT &

ZDIRHIZDOWT
:’D: Iﬁ Elu\%*

&

NERBHZBIERIC L > TR T 2854, =
NETRELLTBROB»ELRTEL, D
B, BFMBORETIIRIFTH 55 BREOF
RiciaBoT2BRE»H D, BRIEEADEBIRS
DIFBEIRALNTWEY, T bR T AN
EDE S ICHEINL A7z cellline I3 ADIEEICIZ E
PHEEL TV W,

1D ANFHRHETIT AT B 2 Fh 2 A I3 2R S
B & BB L 22 B iRAE D MRaE o BTICALE § 5 iR
L BOHEEMIETH Y, EREICELTUIINS
DIFEMIEH cClone 24T b L vbilTWaY,
I DEFMEO EGFHIMIIE REGOEIICHE L
THEL, INFEFTOWE? TLHEESBDIE RN
B 560~70 doubling #1795 DIz L T, &ED
ASZFEMRE TIZAA5ITEE v, L L, 2D
WEMEIE L ED 1 XI0EDHMIE %2 £ 15
bEnbnTE), NItk ELEBDOERMER
R oTY, HBRICL > TEIBENSH 2T I
T UBEHERRLI I ENTETH S, X, £
DFHRHEICHFT 2 EHEMIIL in vitro 1B W TEE
HEINTW3 L) klBrDBREDEE % in vi-
v IZBWTLRTICED, BN E L CTHalBiT
57259 LHERINTWD, ERxIZLULEDIRILE
L EICHERAFD primary culture DFEIL & F D4
fLEeEH % Boic, EVAREERIGFMEBORE
FEERGORET AT 72,

il

EEF &
T METERKBER AT, HEFMAEOEE
S ERETL 722,
ERRE 2 Y%, OFERT 2 B85 EEERNE
¥, @8EFEM D coating DL, @IEIER N EE

* WRHILPRITRERRH

B, BUToER#IT-72, Qlco2WwTil,
A %20.1% collagenase+0.24% trypsin N iR
EWISAN, BAMITCTIRE 5+ 5 Fike,
collagenase 200uml of medium 7 2 >N K &k
gL L 72, kiz, @Iz-DvTid, rat tail collagen
THEZEM % coating L 72358 & L X WBATHG
FHILDFEFRIL % T2, @22 Tid Dulbe-
cco’s modified Eagle’s medium (DMEM) 2&
miE, FER4MmiENIS chick embryo extract %
M2 72L DIz DNTRETL 72,

4B, RLRESLMBTH-72niE, izl
TRHEF AN RE 2 #12, M0 HFMILNE
BEENT2HENI I ETH-72, i,
(a) Yaffe % o serial passage (#RHEZFHHRE & 55
FHIADEER M~ FICEST M0z 2F A
LU CHZFMAE %8 ) M35, (b)serum-free
medium (J. R. Florini &%, 1979) O {#, ()
cloning ring # {5 T 1 -2 colony #5&ZUH 3
FOHEERE L2,

U EnFE:% L & i< dystrophy mouse (129 Re]J
dy/dy) & control (129ReJ+/+) D HZFEHAfan
BELITV, Bogbiking kel 722, #Fic, 8
LN BIEDNHEBHEBDOBENERG NS
A4, HFHMMEOEFTRI L EZICODVWTETD
wEF &Mz 7z,

% L)

Zw FEHTERKBH - T, HFMIE0EE
FEEBET L 2Tz, OFERT > BAoREER
ELT2ERAL TALD, FFICEENORHICEIT L
¢, RICUEBNOHFMLLBLZ L7 TER,
KICQEEFEM D coating D LEM T H 2 A%, coat-
ing # L 728 TREMCHFMIEOREIZR
HTH-o72D% coating 2L TCLRBEIITEETH
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> 72D TLU%IZHREIC coating BT ICEEEL T 5,
@I DOV T2 DMEM +10% % 1%+ 5 or
10% 85 R4 I3 % RIS, ZOMBIC DWW TEH
L, AR THS.

WICEHESF ML ZRET D72DICE 723 2D
FHENH, () Yaffe o FHE:3, BHFMEOHKE
AREL, BREDD L WERBA~DIERIZLD
A LwEEbizz, (b)serum-free medium % A
VB HFETIE, MHOEENANDTEIEL, #
FHMBPEERNET L R Lh -7z, BIEE) clon-
ing ring % Fi\» 3 FEE TOREDFEL % D T\
5.

WICHEEFEL 2T v FETE RO KRG HFMED
e RY. 1IZEELHNILNDT, 2 135%
FEUBEBDOHBIFEDEHIC L >N ILNTH 5.
dystrophy mouse 129 ReJ dy/dy D #:3# Tl3,
312RF & 5 I myotube DA A & 41, cont-
rol & DEICTHREERICIIKREZ RO L o 72,
B F TlT, BREOMBEHREBDBEDERHD
BEEY FEENFETIT- 2. HFflao L5 RKIT
IZREIFTH B, MMEFMBOBEAZER 2,
BRIV LETH S, 4 13%%1HRBBRD
Werdnig-Hoffmann % KBRIUSE R % 8538 L 72
LNTHD, BEDOHIFMILAH, 51RT &9

7t %A% myotube ~FE L TW( Z & DHED O
L7z,

1

Z oy FPETERKEESGHF ML, %3 1 HEH. Rat tail
collagen T coating L 72 85 Il % A \», B E MW I
DMEM +10% & & +10% kit R4 i, (g
x100)

X1 #3148 B, %19 myotube 754 & 11, BHUIUHEDT
EHTH 5.

(x100)

3
4% 9 H B 7 dystrophy mouse 129 Re] dy/dy - Khk
BooEEFE, #3108 B, %D myotube 25&4 5 11, HHIL
HwLERH LN TS, (X100)

4
H4% 1 4 B B KD Werdnig- Hoffmann 3% 7> K& U 55 85

¥, S B H. #B¥EWIZ DMEM+10% S & + 5
%R B4 iE T, BRI D coating 134T > T\ 70\,
(X100)
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X5
X 4 DEFEI4H B, %44 myotube RBDH 515,
(x100)

= %=

R Db 2 TE 2 DREIE D S TR T 5 72 HAHME
BEOFEFHAVDZEIE, BFEFTTETITEAK
LoTETWSE, ZTNLDHRICBWVTIZEZ(D
BE, BRI D259 THoEDHF MR AT,
primary surface culture ¥ 3 % & \» 9 FHiE
BELNTWSE, 2L ) TFETIE, BHHRDS
BIcHE S 5 W 2 MgFa R+ BEL, E&IL
LI)BEVHEF»HE, 5T, £EBEDNERE
BHIcBWTLZNL ) % primary surface cul-
ture YHELE LB &, S, WEHEREDERED
B E L) MEFEICIIERRIICHRTE 5 &
LB EFERZLND., W DPDHREICE W
TITCREFARVC A a7 4 —EDBEDE
BEEDBEEIATHLINL TV 555, F5 N7 RIZHE
EDFRLTLL L TW5B LIFWZ 7w,

Fziz4E, 237 v MEEROKEREG TEE
) % BEREMFDBRE X ATV, 1F5N2FERICED
VT, dystrophy mouse 129 ReJ dy/dy > 44% 9
HHOBERBDIEZEEL R4, myotube DFZELIC
HYLHBICIIZONERIIH -2, Fo0k
myotube = (X FZBE2 B2 control & O [ I k&
(X724 72, R.Parsons® |Z dystrophy mouse T
1+ #H myotube D AA 5 113, pseudo-
straps & WHINHHIBIDEES DA FED b7z &
-}, Yaffe 9 |3 myotube DFZHL

RT3,

1A 54555 control IZH~NZ LB W EHEL
T\ 3%, dystrophy mouse IZ22W T3 45143
MBS RIS T T <, BICHMARET I VE
EEZ NS, —FH, EBEDOANEHEHD primary
culture (2 DWW TI3fER DEEFEEHFAKRETICLD,
ERBDOERIITE LD, BEFMBEOBRAL W
O EARNLHBOIBREINTBLT, SHEHKE
LZHRBEE L TEREN T\ 5, Florini %%, %D
B% L 72 serum-free medium T 7 v F O pri-
mary culture #1795 &, RHESFMIT LD L HFM
fAn B HIET 5 LR NT %25, ey Z g
ERERCZITIR, MADEENANDFHEL &
bOTEL, BFMEBEERORFTILIRV LIV
77~ 72, ExitiZ cloning ring 2 AV 5 HFE2 R
A T30, [KEETOHFMIBOEEL KIS
52, WERDFEEDRIEI»LETHS ).
Gk, ZOMBEBELZE, BEERGICOW
T, HELEBGT2ITo T EnwEEZ T3,

X R
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Dev. Biol., 45 : 260-275, 1975,
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medium for the growth of muscle cells in
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muscularis (dy) recessive gene in mice.
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dystrophic mouse muscle. Nature, 270 : 725-
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23) BEIREOMREMIEEICE 2 BE
A O F

BB DOFERBEOBR2 LEREICBWT, Ea
DN EROYE P REWE L L TERINS,
EEiE L DI &, Bicxt L “trophic” Zcdy
BOFEIR, BRHEICE DAL 2ZHLHEMED,
BRANDEL 2EEBDRENSATIFHBAL W2 &
RSN TLRBEENTE 2,

Oh, Markelonis #Fi3 PR R O RIFHZE L D
L 7284,000n 4 FR*FOBMEEH % “scia-
tin” &L, TNIHBEIERDOL VIEESEMSGT
DEFHBATFNI) Yy - AT F—KiEEE
EHBE, TR B AT SIS
2, MEXEL L THRSAICLIEN#ERL) 2E
FHEL TS, HEICLIUL, 2D sciatin i3 2
I ZE T in vitro TOBDOFLEZRTDICATRT
H o 2 FBEMMAIC L FLEL, F 72 sciatin 2t
T AHME*BRMAHBEICTEMT 23] L), 5
DIAD ST TGN R N D BEHTRENT B,
—7 Ozawa, Hagiwara, Hasegawa, Kimura %
i3 sciatin & R D4 F & % 4 O transferrin »*
BIRHHERL =7 F ) MEPICHFET 2 “muscle
trophic factor” & identical T# % & #&L Tw
52,

L2 L2 o MEOBICRIZTTRER, F0R
- EERBBICIGL, FRBRICED, LTLD
B—nYHENATHEIND LDTEL, LV
MTHIEHIrBEINS, H21F Kuromi % i3
FREAR DG F&#10,000LL F DIEREMERT7F F o7,
TV ANFEEEL 2R EEHOEEEMD
tetrodotoxin BEZEMEIBRHZEICLI VEB T 20
ZFHIET 2 & HEL T3, —F Obata, Oide %
TR IR ATZRIC 1T L globoside MR R IR
RAysBE2HELTW5, HERIHEEEENY
* [E) 3T M PR T 2 595 B R AR R 52 88

Hie p. p. s RT3 HEMHBOHED globo-
side DIERBEADTEMIC LIV EEZ 202 BEL
7z,

27 4 ¥ IREFREIZ, —RRICHRRENEKEICHE
BLTWS ELEZ LN, MIEOEBMLHEEIERHIC
BEALREZRL T EEHIMEEINTN S, #]
Z ¥ globoside 2 & F P MAEBIMETH Y, W<
27 ganglioside i2 bacterial toxin i2X3 3 5%
BIRTHDEBEIGAMLNTW2D, RIETIZ) >o®
BRY 7+ b H<w—%H—* melanoma, colon
cancer T DAMMDEBRERNETL H 2 FNHFL
WHIRSERE SN T 3,

AR TRZIZEBENETR - HIFTELH, &
MW o7 FNa Yy AT 7 —EENTH
%%, MHEHBEENOTK - FILEBRDOETICHE - T
BRIFET2FE2IEL LT, in vitro BT 5H
BRBHEATRIC T HVERE NS5 2 5 8 & 11
LRI RFE L 72,

e e Bk

11~12H H ¢ White Leghorn SR KF5 0.2
% collagenase CHLE L TR HFEMIg 2, FoH
BRMBICTHZZZ Yy PRaIF—Y = >~ % coat
L7272 29 v 7 Eiz 5 X10cell/cm?H 45 L
7z, 72 R F v 7k Aclar film # AVWEEL.5
ecm DABDLHATHRMEL LD E AW,
IDTIRFy ZMEBED7 P NI TFRAF
v 7 Moz AR, 37°C, 95%00iE, CO. 5 %N %k
BT TmEL22, 2B1IC7~ 8 HEBNDREEH
DI &£ L ET O EELEIT 2, EEHK
it MBI MiE20%6, FHBIEHBE1I0%, Earle
MEM70%, glucose 6 mg/ml B0 b % FHv>
7z,
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' ¥¥ B & I3 galactocerebroside, glucocerebro-
side, sulfatide, ceramide, sphingomyelin %* 50 M
B L U500uM & 7 B RRICH Y A B R ARE L
N 3EFEHLFICEINL 72, ganglioside 2 4-5% & 1) #1
HL2zbn%E 5, 50, 125, 500, 2000M BETH
Wiz, ZOMIKIZIE 1 D & < T, Gui, Goia, Gorw,
G T99% % L 8 % %%, minor # L M 5%0.9% 4
> T3,

ACh-E ¥t 13 V5™ m#% 5, 8, 10, 15, 20
H H iz Karnovsky NZEZEICE N iTH - 72, FiE
¥iERBHMAT2 5 HE & 0 &ML iz Karnovsky
LGS DAY KA LN, KEICEFNL
BERFBIEL T Ex HBHEMBICED, *
72 REIERERIA o v LIZRTARERSY & ) HBEREIC &
D, FflroigiEict ), BEREDRBLIZ
PN DNTYXERY., SEDEERTIRZ O L
PN ZUXIcLrREELLTLRT 57201,
SAMBA T OBZ CHBATAICILL, BERERE
LDEATVEBLDLY, 18FFLH Y107 T8
AT, BHEEREDNEAELZRAEL 2,

G D—O—?—O—Ceromide 29%
G , 9
Dla ?—O—T—O—Ceramxde 41%
G R o
DIb D—O—?—O'Ceramnde 14.7%
G \ 9
Tib T—O——?—OCeramlde 14.4%
0.9%

%

™ 1 Composition of beef brain ganglioside

& R
5£9°0.5mM BE TR L HBML 23586
DHEHRELI, R1OTEL, BEMa2> Fo—
VBT FREEIERM% 8 B BT, BMRREIC

3173 ACh-E BIERGRRENIFH 4y DE
& T H - 72 2%, galactocerebroside, glucocerebro-
side, ceramide, sphingomyelin, ZEMEETHIIE
DREDEYRBEEDVEALE RS w72, BE
4B ganglioside BSIBE Tl B HER B H18.64 &
PZoTRLS, INERFTHBZ LERL.
—7 sulfatide {3 Z DB E CTIIIERERILHFELE 2L
RL 7z,

KIZH0u M BE COHOMELEIRERMOZE 2,
FL < EFHEEFRB%RSHE TR TAL, TNl
B Tld sulfatide b HHEIZRE §°, galactocereb-
roside, glucocerebroside, ceramide, sphingo-
myelin & HICKFICEERBEAEELE(LIZRE
'\, —FHiEA 4 ganglioside BSMBET1310.24
EREEBLE/MEETRL, HEHEASTEROELEL
5 Hhtbiz (#]2).

6 ganglioside DHIERHIZRICKT T 2 HE %,
SHICERBEICL > TRL2HDEREKRITIT
~72(£3). 5 uM ? ganglioside Ti3fEHERE
H/AMEDMERB DA b LB DB BN TIE o,
50uM TIZHBEOFE/IMEP R L5, 1254M Tik
BUbHE D ELERET, 5006M Tl
BOERILAA LIS, 2000M Tl MHEMEIRIIC

£ 1 Effects of 0.5mM glycolipids in cord-muscle

cultures**

Length(p) of
Glycolipids ACh-E Activity
None (control) 14.4 £ 1.6 -
Galactocerebroside 14,7 + 2.6
Glucocerebroside 15.1 + 2.7
Sulfatide toxic
Ceramide 15.2 + 2.6
Sphingomyelin 14.5 + 2.4
Gangliosides 18.6 + 3.1*

(Mean + SEM)
* P <0.05

** Cultured for 8 days in the presence
of glycolipids
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LRRZREAHB L IRBE L 2SIz B L
v,

SHICHEEARICL > T LT bE A2E 2
D%, 50uM B4 ganglioside % #hn L CTHRET
L7z, FEEEFEZ2 B, [FBFIC ganglioside 50
M ZHRMLUTS5H, 10B HCIIAREICHLE
BoErALN2Y, 1568, 20BHCIZEENE
-7 (H2).

]2 Effects of 504M glycolipids in cord-muscle

cultures**
Length(u) of

Glycolipids ACh-E activity
None (control) 14.4 £ 1.6
Galactocerebroside 14.8 + 2.8
Glucocerebroside 14.4 + 2.6
Sulfatide 14.7 £ 2.5
Ceramide 15.1 + 3.0
Sphingomyelin 14.9 + 2.9
Gangliosides 10.2 + 2.4%

(Mean + SEM)

* P <0.01
** Cultured for 8 days in the presence
of glycolipids

] 3 Effects of gangliosides on differentiation of
cord-muscle cultures***

Concentration Length(u) of -
(uM) ACh-E Activity
0 14.4 + 1.6
5 13.6 + 2.7
50 10.2 + 2.4*
125 14.9 + 2.9
500 18.6 + 3.1**
2000 toxic?:
(Mean + SEM)
* P < 0.01 ** P < 0.05

*** Cultured for 8 days in the presence
of gangliosides

2 204 } control

s

§ { { 504M gangliosides
5 { {

s 101 { } ﬁ
5 ;

=

L\7]

-l

5 10 15 20
Days in vitro

[E2 Effects of gangliosides on the
length of ACh-E activity

*# =

BrOERED 5 b4 AR D RS ganglio-
side (250uM DBECERGFHHIEFICB W T,
XDBHEEIZH TS ACh-E EMSHmORBILE:
RBETEHERIHLP L -7, LALLYSBE
7 ganglioside NIz # DRB LIS 3T L #%]
BNCE B REINA2, 5 L2#RIE ACh-E
BEESHR I HREHEEDTFHRK & FDORBIE-
T, BEMEA~NERERBRB I I
ZTOMREPEEZ 3 &, ganglioside #'50uM
BEE Tl MR BENETHEIC LIRERIC/ER
LTW3HELZRBELTWE, ToOKRIZE 2
Obata FA*GICRET L 72 EBEAERIERE L,
TR DBREIZ & IR - MBIIEOHIH DD
B<—E&LTwvw3, 50uM ganglioside #&fn5 H,
8H, WEBTRAEENHBEREGRBIERALRL
2z &R, ZoOMBEEAFTERIIIT B IR ERNE
D ) BoEIcEW T2 EETHBL T3
EWVZ D, SESLICHBHIBEATRD & DR
WAEAL T 200 2 @REHINLETH S,
72 £ 9 ganglioside B8 TH 2 D %5 5 728,
S DB UIBEREHALHEI»LETHY), £
#i ganglioside LM iE % % AV THOFFFR=, gang-
lioside DA R ZRRDOGHENIRET L LET
H55,

X [
1) Markelonis, G. & Oh, T.H. : A sciatic nerve
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protein has a trophic effect on development
and maintenance of skeletal muscle cell in
culture. Proc. Natl. Acad. Sci., 76 : 2470-2474,
1979.

Ozawa, E. & Hagiwara, Y. : Degeneration of
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3 ©16-23, 1982,
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24) Duchenne 8 2 b a 7 4 —RED KR IMERD
polyphosphoinositide o []E

# B O O

WRmhE K

T L i
Duchenne 2% X b v 7 4 —fE (DMD) 9%

HRZICIE, AN 2T ABERL THWE00H 5,

TN ERHEBRR AT R TH VS 2 7 AHHARIS
LAFRNICADEREL TWE EEZLNT WS,
FLER ZORRICETE, HHEREDAH LS 27
LBEBIEIREIC L >TWIDOTII T nwh L H
ZTWw3, ZHORELERATELHDAKLLL T,
BEORMIRIMERERKS » & ) »REEE TR
TkR7:, Zo#E, DMD oskliikic b BE»H
D, FISHEICHNT 27 L HHFEEL 28I, *
DERBEBRIBNBENZ EHLL L 52D,
FDOVEDIZ, AN a7 LEEUBRERBICE
# L 7: DMD RMIRIICIZ, NRBREDLNEN S
KDANG 27 LDHEEL TR EFbiFon
%, F7: DMD #kiiEko Ca?* —Mg?**ATPase i&
HEAENZ LR EZINTNBD,

—HMRnR g, ®E, ICEEXL THEERBC,
A7 b= YIREIBEES LTS Z EHE
BEHUTn3, A4/ b= ) VEED
SREMDO KRR 7 7F 28 (PA) i1%, Ca-F
EANELTENTWE I LWRBDHLNDDH S,
19724¢i2, Buckley ¢ Hawthorne {2 /R I EREE 12
poly-phosphoinositide (PPI) #4132 * B #
W2 LEEEESEML, Ca?t—Mg**ATPase
EHEAT BT LR HELTREY,

FLZIX 4 BDMDFRMERD 0CE37CT D
PPI (Diphosphoinositide : DPI, Triphos-
phoinositide : TPI) »&&EZHIEL 7=,

* A RRERTREL S —
*x HRRFBERBENFHE

k% B —

. ;] P 3

2%} . DMD 2% 3 4 (20/%) L BREE FrRE
4% (2088) o~ kD, FRMERESHEE
L7, #OFKMmMEREZ0.9IMMCa?*& 5 mM A7 F
TR ST ) CERBEAEER (pH7.4, 0°C)
T3 E¥HEL 72, FNHBA2~45%~2F 7 ) v F
ICHEL, EERO 1ml (X2) 2KR0EN0T
T YIREAERLGE Lz, B) DFERIT
0CT1lml (X2) FOEBICAN, 37TCTIEF
[ incubate L 72%%, RIMERNITC TN ) > JEH
LiEw o P DY AN

YRR C 1) 1 ml3ER %30mM CaCl,
# &1 2ml—MeOH I A, W$24% 2 ml—CHCls
M2 T, ViBIZOFHEL 2. 2) HLUSEETE
HERY), B&EIC20ml—CHCl, : MeOH=2 @ 1
iz T PPIUNOIEEHMH 21T % -7, 3) 2)
DEFIC0.25% NIBIEREZELC I M=2 1 1%
25mlfin 2. T PP1 Dt 247 » 72, 4) 3) D
%, ZN0.28N 1 N-IEEETHkiss, TH2ZD
2/3%HC:M:1N-HCI=3 :48:47C 1. [
#eisL 72, 5) T/E#% NH,OH TpH 8 ~8.5icF4
72, 6) SH)NEHEEEFEN 2 M-KCl Tik&
5L, BLICTRE*#%272/33HC . M 1.5M-
KCl=3 :48:47C2 kL 2. 7) TE% N,
TELRL 72,

DPI, TPl 53Rt © Rk——824% L 72 PPI £50
pl»C :M:H,0=65:25: 2 THfRL 7z, Hk
— @B ru=t 774 — 2KRBEAEE AW,
Y A4 N60HEIR (Merck-HPTLC) 2L #» 9
BAh) Lt gER (1% —K.COK: 25 /—
U (3@ 2) @wHpT), 110°C T104fReHRL 72,
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ZDEERIZ10u] DKL % plot (BEEN'S i
&) LT, 1®%EBHE¥® (C:M:NHOH=65:
25:5) TRHELZ., BR#35C T205MH, N,%
Ferr TECHET%, DPI(0.3mg/ml) & TPI(0.6mg/ml)
DIREYE (B> SHE, B £ 1 4,
2 pl, 3ulédpuylod s (EENL, 2, 3¢
4 DALE) % plot L7z, K 2 KB (C © A
M:Ac:H,0=40:17:14:12: 8) TR L
2. ZDRIOBEEEKKET > E=2 T L% 2T L
—L,160C 175 M TH B2, DPI & TPI®
EEBRIVFAR-Tr b A—5— (PMQ 3) T
B L7z, BROERBIBZEHEEBROZEEYE O
BERE NG, BREJIC~< 2 ) v METHIE
L, FROERImlL ) DEEE L7,

EX DPIM:TPI(Mn2kEMERE o
% N7
S IARMmERE Y Hid L 225K
1, 2, 3&4 "4LDHMEREEL 2 PPI
REWE

BReE®
DPI & TPI i 1 RBBTEAICIEY, 2 KER
THHO L HICEREAEINSG, ZoWgru<t
ST AERERICRT. 0°CE37CIcEH
7% DMD sk 1fi¥k o> DPI D& &I NEBED 1
EHARTEZED SN h 72, WEHE, 37CIC

/'/f~

30

mcg/ml cells
N
o
R

10 -

-
N

o 37 o 37 0 37
DMD CONT DMD

0 37 °C
CONT
DPI TPI

RMERDOP P I & &
DMD (34, 205%) tEEExEHE (44, 20
%) OFRMmBk (0°C&37C) "DPI1 &TPI
£

fein

#1725 DPI &&i3, 0 COGEICH~NFELAL T 18
MTH -7z,

0°Cic# 7 %2 DMD 7RifiEk> TPl & & L % H
EDZNICHRTKRELEZIL» -7, Lo Lk
MER% 0 °CH & 37°C T 3 B incubate L 72447,
DMD #RifiEk> TPI & &izid L, MEEDZN
3L 72, MBRED TPI »¥ind 2 2 & i3, 3
TIRHEIN TS ERMERDER & —ET 29,

BEILZLNEBEALDOERY L T -fHHE
%%, DMD BERMERD A 2 > F—- ) > g
HORHEZICERE»F bEREE.

& Bl
0°C &37CIcfT 5 DMD (3 &) #1Ek DPI
L TPIZRIIXEE (48) nZuck~NTkE
UEIZRBD LN Hh 572, Lay LiRILEkE 0 °CHh
537°C T 3 K¥fd incubate L 72 B o DMD ¢ TPI

FRIZRA L, MBHEOZUIREML 2.
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201 : 445—453, 1982,
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Peterson, S.C. & Kirschner, L. B. ! Di-and
Triphosphoinositide Metabolism in Intact
Swine Erythrocytes. Biochim. Biophys. Acta,
202 : 295—304, 1970.



25) Duchenne BUH#E4THEB S A b a7 4 —HED

FRIMER A VS 7 LB

EL
H

E A & —*

R NE B O AF B =

2 #

FEFFRND B AT MRILER Y IV 7 ARIE DTSR
4% A3 E L Duchenne B#EITHEFH A Lo 7
A —fEDFMERIN TLE2RETDETH 5,

ROBRA N7 LARIEDRBEMEEL L TUL, ©
QIA—F 4T - TT77 74 AN, FEFLE
BEi31800CTH 5,

FRIMER AN 7 L% BFRAEETRIELZ, Z
113 Duchenne B4 ETHEH A b 7 4 —ET
in vivo DIRMIRA N7 LG BROBMH L \»
2T EV)BERICEZ B2 TH- 72,

25%17 Duchenne ZUEATHERF S X b a7 4 —fE
BIR, UBINER - EXIEHTR R R U165 N R
MEEDRMERY VS 7 LAEDFERIZ, TNLD
BOMICERELXEZ2BO UL 272,

L iz
Duchenne BV #EITHEBH P A 07 4 —fEBER
UBE R Bh Al Aa CHERLERYIC AL s 7 2 on3gin
R IRER, FEREREBENHIETIXRI 7
Qo b IS T LDBEMATREEI N T WS,
ZHIIBHNEUNREETH 2 hEY H D, HiE
BHEAIN T LEBZUETIIEIEETH
5., L>»P LB TCREYr—F—EnANL A
PEUMBEAE LSS ISR LR, S
AN 7 LABIEITREDFEETH 5.
—HFRARKICBATHEEN TR DHhD
REIZ, FEICBITLIRARTLANI TLDR
FEHEMETRL T3 3L0THY), ZoHiiMig
NBEDOFEL LY RENFHBENESZTH S, ZHHEHE

*EMXPRFBHE=A/
* ok (BN KFEMZ MG

— k%

D12, FBRIZFRMERAY V7 L RED BB S
& Duchenne RIETHEG A P74 —EBRT
DPERR AR/ THRET 5.

HRRUFE

Duchenne BT A L v 7 4 —ENRR
BRUER - XIS RBIRIE 8 A H17TRE TTH
5 EENBEEIITER>LT6KFETTH 5. Fib-
MG R OERE 2 E T AEERBRRT
»5,

PRI R Z AR R IC R RIR MILIC & D AT %V, ~
) EELIERMURETREL, 18HEMA
ICmEE L rEEL, BWEICBo 7,

FRMERE & g EEDO AN T LDORE, R
B n~=F 7 1) v F DRIED LARMERY L7
LEREPHEHL.

FKIZBA A% 2 BZEBKEAW, REIEH
LEENE L DEFAV, 42 NaCl 1299.99%
U En#ENL D EHW:,

BT ABEPLDANT I LBERHICLEZ 2
IEEBITL D, R)VZFLPHDF2—7RH
w7 EAWZ, TNLIFERICKL I BREEITE-
7z, :
Parkin-Elmer E TR EFH4000, A — 4
> 75— AS-40, v Z<— HGA-500% Hwv
7z.

% S
(B 7 LRIREFEGE DIRET)
BATIC AR F RIS L B RIEZAALD,
INTRBEIFRTLFTH DI EHHBEAL, 77
774 b ERAVIERFREELERLE 777

—144—



7 4 FETRIERDIZRF FILIEFE2600C TITX
5&, LIFLIBBRAES 7FNicE o — o758
bl ZO—IR—ESZ7774 rO5TE
BB L 72 2 v s 7 AR TR F(LERFE TH U
WEEL T B 2beEZ LB, Xx ) —A—
—RFREI BN LI ZNBRICLEEEZ L
n, REZHEECL T3,
ZOBRBEE 2, II7T7 74 FarFRERE
HoHhrULHRA o F7LRERFTCHRMLTELZ

EERA, SNIRIVE_or— 73R L 2,

KICZIDZ R FILMBIZE 2R E X~
) —A—X—DFEEE, RE, EREOER» SR
L, FER7ZVI72RIERAING T LD
Fryr—FHEBRRNNEMELBUC 72> 7 2 RE
L7z (®1).

2500C DIEFALIEE TA b v F 7 ZMLERTE
CHETD &, k) —A—ri—10% 5 3%
CEAL, BRE»EHRLE (H2),

3
0
1.5
20
0.75(zmol/1)
40
60
0.375
80
B3
Bs Bs /l Bz B 1

E1 Recorder tracing of a typical standard
curve, showing a linearity and carryover
phenomenon

vea—F4 I DENT T 774 P EEANS
&, BREX1I—F—EK, Xx ) —F——2*
B, AbhurFoamBIc k> TH10% L&D
-7z,

FFLIREZ1800CIcT 5 &R PRy F 74K
MBETYH, BZOEL—73MHEERL, XV —F—
IN—HEA - 72 (3.3%) (K13). ERENHH%
ErBEDRE, AR FTALRMBN ST T 7
A2 ZDBETHWSD ERBWEHHEHL 2,

FRMERA N 7 LABENTBEGFZR1ICT &
D, REDF 2 —THTOEBZH S 2o,
500°C TR #100ml/min i3 & Bv, ZHREF

T T

160} : I

£ , |
E 120} | i
& l |
‘s 80}/ Sr untreated ) Sr treated I

= tube 1 tube
" |
R 4 !
Carryover 10% Carryover 3% _L
0 H L L 1 1 1l

1 2 3 1 2 3
Concentration of calcium (zmol/1)

2 Comparison of standard curve and carry-
over rate between strontium-treated and-
untreated tube

(pyro-coated tube, atomization temp.

2500°C)

i T
160} I | i
E ! !
€ 120} ! L !
5 | i
k] 80f- Sr untreated | - Sr treated |
tube ! tube |
E ! '
Qq: 40F 1 I
Carryover 3.3% _L Carryover 2% l

c 1 L L L 1 1

1 2 3 1 2 3

Concentration of calcium (z#mol/1)

3 Comparison of standard curve and carry-
over rate between strontium-treated and-
untreated tube

(pyro-coated tube,
1800°C)

atomization temp.
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{LIRE I HBAHEV RMEGT Tit, Y—€-7x -
N —DFEEREETH S,
ChigRGoEE)
HRMERD B EITI0EFDFIRY ~ BREEIEK
(pH7.4) TiEF11100g 3 5 gL 4R 2 LT
Tholz, TT1EDS 4 @S EITEVRET
L, SEID®%SFTHRWI AL 72,
{Duchenne BT R b B 7 1 —ERMIR
ANy LERDAIE)
R2ICKHRERL:, FERRE, MNHRAR, #
HEEOHMICHAERRBDLNL D - 72,

e x
FRIMERA IV T LRIEICIZ S K DHEED D - 72,

F—IIBRET, 77774 VEDATHKTLRE
Bholz, BLIEZRABE» DI FIT, TR
BRPLNDA T IEFHCLHR) F L B
Ric#ez 7z, OKIZRA A > 1% 2 MZEBKEZH
Wiz, WIRHAOREIICIE, ROBRS LA
LEHHEIFISS WL DEIBRAL,
BFREDL 7 NcE DL — 7 HAT S
BRiIE, R ForF 7 L0 e RFLIEE (KA
T2 L THRTEIERL, 757774 2
FREMICRERBEREL T 32 ALY LAEFIRE
2rEZbND, BE, Xx)—F——DEE,
HRENEHEL» L, Yua—F4>7 - 7577
A At rFYL0EE2ToebTic, BEFE
BE#1800C THW D £H28AZ.

£ 1 Recommended conditions for calcium
analysis in erythrocytes

Diluent : Deionized redistilled water
Tube Type : Pyrocoated
Step 1 2 3 4 5 6
Temperature (°C) 80 130 500 1000 1800 2200
Ramp Time (sec) 3 25 2 15 0 1
Hold Time (sec) 0 5 5 15 4 3
Air (ml/min) 100
Argon (ml/min) 300 300 0 300 S50 300

£ 2 Calcium content in erythrocytes

Healthy Controls (16)
Age-matched Controls (24)
Duchenne Muscular Dystrophy (25)

mean + s.d.

Number in parenthesis represents number of

6.7 + 1.8 wumoles/1 cell
6.1 + 3.6
6.1 + 4.4

subjects
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ZDEGETTIE, FROBRINS T LAEREIIRFER
DE|EID L D{RWT EHMBHL 72, RMERD ¥ 1)

HITRBIBTIT W,
LWEHETHBNT,
AN I LERISENWEEZ LS,

ANTTIA c R7RBEL
Z il in vivo DFRIMER

4 7 —7DOD HAREI TR MRS Ca-

ATPase DEMSEEAZHBEL TEY,
T WIEH ENHEEZ L T3,

17— 2)
Z DEEFEIZARM

BROANL T L - R THDBEHEZ LNLTWS,
Mollman % |2 inside-out vesicle VT H L
7 LD transport FHIEL, FETIE AN T
LDFEAHL T Vmax & Km#gEWw e L2, 3)

—75 Shoji® i% right-side-out IR M ER % FH V>,

radio-active Z V7 ADWA L BAH L TR

EENFENZ EEHREL 2,

N L DEREIE, K 4)

IBRAD # )L ¥7 A transport RN B HENHFEICH
T 5 in vitro DEBRTH 5, SHOFRITIFEER
MERD AN T LAZBDBENVEELZAZZLNT,
RN TR VS 7 LT B MA—RAHL) 5)

REREVFLZNWZLEZRLTW3S,

SEIDPEIZHAN T LDBETHDNDT,

BANTLEBEBEANS 7 LDEFT,
NOWEDRENHFEIZE L 7\,

Tnhx

Duchenne BUEITHEH S X v 7 4 —FEITRT 6)

TRIAER A VS 7 LD BREERKIZ WS S 72,

b ] £

BT EAE D FRMIRE R AT 4 CT28 M 9 incu- 7)
bation #ICHRIC LR T3 L N7 — iz, HERE
THRRICERT 2 e L FEEIIENLETE

T 5.

ZHNIIEBERICHLT L2 TLEEEA? D S

L, BEPISHNIT L RTDHENTHNLY 8)
VAERRANTHT, BELIEBEEIYFu—
DY ETREZAERICERAL 72, XEgEikin
ROAN T LERNPIEIX, HEFENHE L
EFBNOBMTHEEEZRELICT 72, WEENH
EBTIR/A T - T—F 4 > TDENTFTT 74} 9)
R, SROREE{LEHERICE=—L b
2712728, AT A2 b neEZ LS,

10)
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Brown, S. S., S. Nomoto, M. Stoeppler & F.
W. Suderman : IUPAC reference method for
analysis of nickel in serum and urine by
electrothermal atomiic absorption spectro-
metry. Pure Appl. Chem., 53 : 773-781, 1981,
Dunn, M. J, A. H. M. Burghes & V.
Dubowitz . Erythrocyte ghost Ca?*-stimulat-
ed Mg?*-dependent adenosine triphosphatase'
in Duchenne muscular dystrophy. J. Biochem.,
201 : 445-453, 1982,

Harrison, D. G. & C. Long : The calcium
content of human erythrocytes. J. Physiol.,
199 : 367-381, 1968.

A. & D. Pleasure : Erythrocyte

cation-activated adenosine triphosphatase in

Hodson,

Duchenne muscular dystrophy. J. Neurol. Sci.,
32 :361-369, 1977.
Luthra, M. G, L. Z. Stern & H. D. Kim
(Ca**+Mg**)-ATPase of red cells in
Duchenne and myotonic dystrophy : Effect of
soluble cytoplasmic activator. Neurology (N.
Y.) , 29 :835-841, 1979,
Mollman, J. E.,, J. C. Cardenas & D. E.
Pleasure : Alteration of calcium transport in
Duchenne erythrocytes. Neurology (N. Y.),
30 : 1236-1239, 1980,
O’'Rear, Ed. A., M. M. Udden, L. V. Mcintire &
E. C. Lynch . Problems in measurement of
erythrocyte calcium. Am. J. Hematol,, 11:
283-292, 1981,
Ruitenbeek, W. : Membrane-bound enzymes
of erythrocytes in human muscular dystrophy.
(Na*+K*) ~ATPase, Ca2*-ATPase, K*-and
Ca?*-p-nitrophenyphosphatase. J. Neurol.
Sci, 41 : 71-80, 1979,
Shoji, S.: Calcium flux of erythrocytes in
Duchenne muscular dystrophy. J. Neurol. Sci.,
51 : 427-435, 1981,
Tsuchiya, Y., H. Sugita, S. Ishiura & K.
Imahori : Spectrin extractability from eryth-



rocyte in Duchenne muscular dystrophies and
the effect of proteinases on erythrocyte
ghosts. Clin. Chim. Acta, 109 : 285-293, 1981.
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26) Myotonic dystrophy I 31} % FRILERIFEIRE HERK

(- SV I

Myotonic dystrophy T34 DFRMIRE D R
EHIREINTWEY, LTLIBIINZLD
Tl S icBbh s, VEEEY, fIiT myo-
tonic dystrophy BENDFRMEREE TR ERIE
RICRER»BHZ EEHE L2, SEIZRMER
) VERE R 4 >0SEICHTCURERZSATL,
XTEREE L Mg L 7z,

XRE L UFHE

Myotonic dystrophy 2% (13X, F¥F@p41.7
B, 16~60s%), BEENTREEOSA, FHEH42.9
%, 21~60m%) ZNHEL, RRHITL~¥Y) >
ML, M3EsrBEs%, buffy coat ZBEL, R
BRKI30.85% 4 &k T 3 E¥eH L, 10mM Tris-HCl

(pH7.4) Tk Mm%, R T 4 BEE %Y, BED
FRMEREE % 487-, FHRMEREII ST E T—80C IR
FL,

FRIMEREE A & Folch L D HHEIC L VIRE #
WL, ZunkLLBoRExoT L. HE7
Oe bS5 74— (Zaakih XY /)—!
28%7 > E=7=70:30: 5, Merck Kieselgel
60) It N KRR TZ7FPFFNZSL /S —TF I ¥

(PE), :277FFN2Y) > (PC), "R 77 F
Fnre)> (PS), 74Tz (SM) %
SrE5E L 72, PE,PC,PS it 5% KOH -50% #
& —VEBETICIERL, 98C, 203 TIFA{BL 2.
12N EEERME 7 o u RV alEEE - £ 5 /) — VR
T98°C, 5EFRINIKSMRIE7 v a RV ATHBL,
B LT T A ) Ik RE, 79 RV L TR
BrHHLe, Z2uoklA28R A TEER,
BIET_NEIQ-T > AVIWFTV A F > 2B

* E I AR FTRAEARE

= B &’

& BR*

?ﬁ#

Lizx % /2—n%imz, SBEICTI1IRFMUEKE
L7, #0gIzEER 7w~ 774 — (B
LC-4 A, HERFEAZREM, Zorbax Ci% 7
2, AT LIEE6TC, BEMH . 7br=FY+
sk, WE1l.6ml/5r, Ex. 365nm, Em. 412nm) IZ
EnatrL 7, C—2EMHHRII v AT —
sEEE (BECRIA) k0B k-7 &
St 7 o ORGSR L KREFERAL, ARE
BEIC I3 T TE{LEH Ik & butylated hydroxy-
toluene # A#17: (5 mg/dl).

% 3

# M BR % o> PE o) Jig b5 B8 8 5% T 12 myotonic
dystrophy TI3xREEIZ ( 516 1 0 (p<0.005)
A%<, 181 0 (p<0.005) » D %uh -7 (R
1). PC mishiEsti#k TI218: 1 (p<0.01) »#*%
¢, 18: 0 (p<0.05) »Dkhr -7 (F¥2). PS
L SM DR EEERICIINBERLEAENELD
‘Duhr otz (RI, 4).

£ E

FIIIVEERMIRENL ) o )  RENDIE
BiEsHERR % 4747 L myotonic dystrophy Ti3Hfiks
HBELIBEEL L2EE, 161 02181 10k
IME18: 0 DL £, MNEBEEZLZGHT
L16: 0D E18: 0 DKWL 2 EBH2Y . 5H
DHFFTIZ PET16: 0 nmE18 1 0 DRk,
PCTi218: 1Mk 18: 0 DL % 3EH, BE
FORERELFBIIUh o172,

Myotonic dystrophy 77 2R B g B 41 13
Ruitenbeek 45D TR MERBE D P AERRES N
16 1 DET2EH TV, EFEI4FIED
7cv», McLaughlin 52 DG TR BRI B
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#+&1 Fatty acid conmiposition of phosphatidylethanolamine
Myotonic dystrophy(n=13) control(n=15)  significance*
22:6 14.90 + 2.40 15.85 + 1.68
20:4 18.91 + 2.00 19.10 + 2.04
18:2 9.68 + 0.67 9.68 + 1.14
16:0 20.28 + 1.13 18.79 + 1.02 (p < 0.005)
18:1 18.31 + 1.29 17.38 + 1.39 (p<o0.1 )
18:0 5.46 + 0.66 6.28 + 0.61 (p € 0.005)

Values; area percentage (means + SD). Minor peaks were omitted from

this table.

* t-test

#+ 2 Fatty acid composition of phosphatidylcholine

Myotonic dystrophy(n=12) control(n=15)  significance*
22:6 4,42 + 1.25 3.99 +1.33
20:4 4.56 + 0.53 4.66 + 0.90
18:2 17.05 + 2.04 18.31 + 2.1
16:0 41.78 + 2.68 41.15 + 2.43 (p < 0.5 )
18:1 18.77 + 1.49 17.01 + 1.59 (p ¢ 0.01)
18:0 10.33 + 1.51 11.86 + 1.90 (p < 0.05 )

Values; area percentage (means + SD). Minor peaks were omitted from

this table.

&3 Fatty acid composition of phosphatidylserine

Myotonic dystrophy(n=10)

control(n=12)

22:6
20:4
18:2
16:0
18:1
18:0

14,61 + 4,17
15.80 + 2.89
5.49 + 1.74
7.58 +1.78
5.61 + 1.11
43.28 + 7.72

13.23 + 3.38

15.64 + 2.75
4.89 + 1.15

6.97 + 1,07 ns
4.96 + 1.06 ns
46.02 + 6.00 ns

Values; area percentage (means + SD). Minor peaks

from this table.
ns; Difference was statistically not significant.
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#+&4 Fatty acid composition of sphingomyelin

Myotonic dystrophy(n=10)

control(n=12)

16:0 37.20 + 3.62
18:0 11.42 + 2.56
20:0 2.03 + 0.22
22:1 0.81 + 0.35
22:0 5.60 + 0.62
24:1 23.86 + 4.45
24:0 13.26 + 1.55

38.64 + 3.45 ns
11.28 + 1.39 ns
1.92 + 0.21

0.79 + 0.18

6.01 + 0.88

23.64 + 2.89

12.81 + 2.96

Values; area percentage (means + SD). Minor peaks were omitted

from this table.

ns; Difference was statistically not significant.

#£ 5 Erythrocyte lipids in myotonic dystrophy

phospholipid / cholesterol ns
phospholipid classes ns
fatty acid composition 16:0 18:0 18:1
total ( t t )*
total f ‘ ns
PE % } ns
PC ns @ ’
PS ns ns ns
SM ns ns ns

ns; Difference was statistically not significant.

f; increased ;; decreased

* compared to tuberculous control

T RE & &% 85 Twi vy, Ruitenbeek b
McLaughlin & { JERiEs A Aricidr2a7a< + 7
574 —2BnwTs), BREXnFELIIRY S,
A7 57 4 —DHEILIEITEEN £ F L
ZAT ALY LETH), RIEDER» S TXT
DIRFEEYI T XA T IMEENTUI WL H5IcEb
NEBEBREI-TRYVNLFTVRAZ DT~
12 55 LIRTBOENYIRTELTH B L IS
Bbhs,

F43t ) myotonic dystrophy >3 MEKEREE
SMTIIVRATFR—LE ) VEEEOHK, £
REOSEOHEBREICIZRE232HT, YV VEER
SEFDPE & PCOHOEELRBRTHS16: 0,
18: 1, 18: OCHENMIRE £52H22(XR5). =
N oD IRIFERIER ) B'E £ myotonic dystrophy
BT HRMNRBENEL DRENOHE & OBHEME
ICDWTIRBEPEL» TV,
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= 5

Myotonic dystrophy DRILERED 4 DN 1) B
B8® (PE, PC, PS, SM). M ARIHEEIERR % B
za= b 774 —RAWGHTLIZ.

PE Ti316: 0% <, 18 0 e » 7z,
PCTIx18: 1 %<, 18 0D Lch -7z, PS,
SM DARIFERFERICIINRBE L { LREBENER
BHhh o7z,

X R
1) Ruitenbeek, W. : The fatty acid composition

of various lipid fractions  isolated from

erythrocytes and blood plasma of patients
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2)

3)

with Duchenne and congenital myotonic
muscular dystrophy. Clin. Chim. Acta, 89 : 99,
1978,

McLaughlin, J., et al ! Lipid Composition of
Erythrocytes : Findings in Duchenne’s Mus-
cular Dystrophy and Myotonic Atrophy. Arch.
Neurol., 36 : 351, 1979,

BIEEER, TN HREES R P74 —
fEIZ BT 2 RMRE S & DI E . &
£ THU R o7 —EORERFICET 2
FRPREOTTFE,) (Z4FHE) BRAIS6F BT RS,
1982, p. 171,



27) Duchenne EIfff > & b 7 4 —DH/MatkiEie -
2 X% K774 /3—IC & 5 FRE

[T = B S

mEmhE B W

19674F Duchenne %52 2 } 27 4 — (DMD)
B b DFEES/IKICBWTH LT LA (Ca) 18
BUSEENE T eI 2y, 20%Ee PHP X

Fo 74 —RFNEET NICB W TEDOHE
HAERWTWS, TNLDFEREBETD L, Ca
IBEREENIET, Ca,Mg-ATPase iHtEN%ZAL, Ca
-ATPase ZEERNED, » 5\ IZEBIEHAARK
DERZETHB?, LEALINLDARAD
DMD EHRENERICEL TIX AT HL LS
v, DMD D E#5 & D DB/ MatkotiE R
ME, BRMES A 7o 0t ErERI NS
XTH ). FRERFEFBNRBE OB %S
NTWZWEICLEETRETHSH., SHERRL
3 DMD &R0 o B—HRHERA X F7 74
SN—EESLL, BRI O S BIRET 21T
7z,

;) &

9 £ DMD B2 CEHIER4.95%%) B L U134
DR HER 2 B L 2/NR CEHAISERES . 05%) %3¢
BEL, ABHREO—ERIZRANB L L&KL
7z, DMD LISt o &m o Wakid SRR, JERF R
BRI Ao —, FAEAE, KB, MERMES
i, BESAORBTH L, T L TLEEHR
HEOHREZEMLAE, ER0RE, XX F7
7 A N—HEER, HRHES A 7 OBIIBEROE Y
TH5Y , BAMEEKD Ca BEUILLT O 3D
FA—F—F%MERL TRETL 72,

CafBEUEH AX> F7 74— % &%HENCa
BEOBBEPICERELT, BREICCas F >

*EURRARHEL 52—

B & W m T

FIERE 72, RWT0.1mM EGTA # &LoiR
BEPTH 7 x4 rPEERESE, THTRSE
71 (Pcaf) ZRIELZ., TRHZOHRMENREL
538KkEN (Po) #3X10MCaAfA>&a
LiEEPBCRIEL 72, Pcaf/Po Ml% Ca iEEiE
el (A1),

Size of Caffeine Contracture vs.

Amount of Ca In SR

20sec

2x10'M Ca —— |-

-7
3x10 M Ca -———
po!

3x10°™M Ca

EM1 3% CaigfE (107, 2 X10-7, 3 X10-'M)
DBHPF TRX Y F7 74 35— BNk
CaiERI G2 T, A7 =4 v EERES
7z, HhiE Ca BENE i Lizdv,
CafEMBIINMZ, Lo TH7 =4~
DREILYMT B, B 7 A4 HHEORK
BES A FDHRMENTET HEARA(Po)L
Wt C Ca $BEUIEM 238 L7z, Pold AT
BROL DIz 3 X105M i & ) HEIDUEREHE
ML TRETIRITH 5.
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Caffeine Contracture In EGTA

0.2mM
EGTA
0.4mM
0.6mM
36mg
0.8mM

20sec

(70um)

K2 2RX>F77A4—ic—EL£HETTCatt>
ZRBL 24T, &) EGTA BEOMRE
BHRTH 724 ELHERL. EGTAR
EXHEmT I L7222 T, BETHHBEOK
ESRBLLKRNTHET S, HERLEARE
PEREINDBRANDEGTA BE (MTI20.4
mM) 28EL 7,

40Caf

EGTABBRBTHOH T =1 88 K/ jatkic—
EHRMEGT T Ca ATHEIC, £1ED EGTABET T
A7 A WFEEREEE2(K2). EGTA BE
DI & BV, BET BEITER L RICH
KRB, 274 IWEHERERD EGTA 85
EH/AERB CaBoEiEe L, KT 2R
THEEDFHIEFEL WA 5IE, ZHEGTAR
Eix/hjatkCaB#REUT 5 L#HEINS, HHE
FEFHI238+ 1 pm (DMD) & £ U028+ 1 um (/s
BAtER) TH -7,

HT7 A MM B/NEKIC pCab.5n M B T
CafBMET L bR T, HHELIRTIH 7
= A HBEXREL 2, TTNVERELTHD
FKICATI T2 CaBeEN 724 HIEDBEE%
B3 cBRL7:, ZDH7 =4 HEIR/atke
DCaBIBHVII/NAKEOBEERB®T 2L D
ThHhd (RER).

Threshold for Caffeine Contracture vs.

Amount of Cain SR

3x10'M Ca

0.8 1.0 2.8

40 (mM Caffeine )

2x10'M Ca —
v A g
o8 T 1.0
-7
1x10 M Ca )
Y M M v -
0.5 1.0 2.8 s 75 i TR T T

X3 @hRakic Caf > 2 AL, WHEBRTIAN 7=
4 HREZHAEL 72, B/IREKT CaBIZAT T 51

DBEHP Ca BE (KT 3 X107,

2 X107, 10-’M

) 31E)THEL 2. 3 X10-'M D3FAITiZ2.5mM 7 7
= A4 > THHEEIFEEL 2, 100'M D3FEITIE1I5mM BT

TIRIWFEIIREL LV,

A7 x4 EEIR L DR

fatkrhod Ca B2 RERL TV 3. Ff/MatkBENER
LZEDRFICL>TLREEH T3,
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1) DMD 5 X UREDF A 7 1 it 5T,
Ca #8522 pCa7.5CRI%E L, pCa 6 TRRAL % -
72(H4). #1472 M T3 Ca BB pCa7.0T
BA%4AL, pCa 6 THRKL o7z, WTFNDEBRME
%4 7=\ b, DMD &/hRIBEIOMT Ca
R EREZRA LD LN o7, Ll
B & Bt 2 B, Ca IREISIIE A B (RIE
TH-Tz,

pCab.50 M T, CaIBEGEE % Ca BIRIS
BB RIEE S 5 Bt L 72, DMD &/NRE D
MICHEZIIA E DA T,

2) H7 x4 IEELHREE X N3 SED EGTA
BB, 0.5140.33mM (DMD, n=22, ¥+
HEHIRE) B E150.59+0.28mM (hNEAHH, n=
2)Ths., MEMCHEEZZALDLAL (R
5).

3) WEEEREIEDEH T x4 MIBEIX6.9+
4.3mM (DMD, F#) + 12 H#(F2) 5 & 1°10.4+5.4

Type 1 Fibers

Ca uptake

1.0 J

0.6 4

0.2 _

5 pCa

mM (NEXHR) T - 72, DMD ORMERAEFIC
KT LTw/z (p=0.005) (R1l). ZDLH %M
ENETIZE TN, LEMKYES CPK M iE

(asymptomatic hyperCPKemia) REMFEREE
DIEFITHRES NIz,

Rl WHEBRLAA 724 HBE (mM) %
gL 72, DMD Ti3/hENR L ) FEICE
TLTwW/, L2 LEEER EERES
CPKIiE, BEEMEBICEWTHRENET

HH o7z,

Mean s.0. (N)*
Adult controls 12.0 4.4 (42)
Child controls 10.4 5.4 (49)
Malignant hyperthermia 5.8 3.5 (27)
Duchenne dystrophy 6.9 4.3 (29)**
Asymptomatic hyperCPKemia 7.7 3.2 (a7)*
Neuroleptic malignant 9.2 4.9 (39)r**

syndrome

+Number of skinned fibers analyzed

*P less than 0.001, **P=0.005, ***P=0.02

Type 2 Fibers

Ca uptake

1.0

0.6

K4 DMDDOIZA7T1I1BIUZA 7 2HHEICHITS CaiBi
M P AR & HeBr L /2, #itdh | Ca IEHUEY, HiEh - Ca &
M EAT - 728D CalBE (pCa=—log (Ca?*)). &f&

ITFEH EBERREE 2 2R 2. N=10(DMD),

6 UhR

), 10 (RAXR), £ pCaicHB\T, DMD &
ARMNBOMICIIEEZIZ v, RANR & DOlE T,
IR Ca IEHUHEBUT B FICEMBETH 5.
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Caffeine Contracture

EGTA in EGTA
mM
1.6 - * type 1
’ o type 2
~ °
9® intermediate
. x X bundle
1.0 -
X O X
N ® O 0 X x 1
X
] —_—
® T vex e 0 c¢c®
0.4 4 o000 © X
[+ 2y ] ® O0—O0—I
-4 o
o o
DMD CON

B®5 X2icL7zd*>CRIEL 7 EGTABE% DMD & /bR
MECHBEL A, MEMICAEEERA DL,

* =

DMD o/ Natkigie 2 A %> F7 7 43—k
FICHALTHRL 72, ZoHERKEICIZ Caq
Ax T APHEROR G GEARE) 2FAL
Twd, Lzd-> THET2MmMEICE T Ca
BELRNBREDHAEBRRYE—THE. Q47
A IBPHEESICLIERAL TRIREZIEMHT
5% ZOERAIPEETE—TH B, %ot DRI
WUETHE, BB L TIMEN T w2
@R L 72, (CBLTDMD iz pCa 6 £ DK
BEOHHIC TETRIEIEML Ty 2 5R%E
HD, BEEICIREIIZHEI RS TWwb,
SEOEEIZB VT, CaiBREEES EGTA R
ExzEEL L zHEOTHRICBWTYE, DMD
EARIMBEDHICHEREZZ AW o7z,
IORERIIERDOBE LIARL T3, ZHHE
HELT, FEHEEZMBELTERLTYS, &
BHES A 7RI THEBEL TWwaZ & &¥dEZ b
5, Lo LE—HREETCIIHRNEEZL LN
27N 7L TnbEnEmLHEA ),
WHEEBRT 27 =4 >~ M{HEIZ DMD T&f&E

L7z, ZHESEIZI DMD DB/NMaKIciEH 3
BEELU LD Ca BEREVFRFEINTWE I &2
LTw3, i/ iaEkoErg e L TCa-in-
duced Ca-release DHEFHVER) L R W AT REHE
Z3RBL T3, DMDESICK & L TEES#H
HUDORBEWERGRETEIEELFEL Wi
RThHdD, ZOH 724 RBENETIZ, BES
#ho @4, asymptomatic hyperCPKemia %
DM TRESNTE )RR LBRTH D, 7
74 HRBEETTERARINDI A 7 24 BZHE
TUHEIS AR E S B Wiz BRI - THIAT S
HREHEEL T3,

Bh/h RatketieicBI L < DMD icf R R EIXFE
HE3 N7z, BIBRELTHODMDIZBWT,
REREFORBI B/ IEIZBIRT 2 Tt
DV EHEEINS, §EE D EiFhh o720,
AN L 5 1 DO EBELKEEIX CaEBETH
3. L L Catrhto =EEeyF BT 2RIz
FRAFTEHTH 5. DMD DEREBICEITSE Calr
BEDRIBIZSIRICREINTW S,
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# W

A% F7 7 A —gk% AL TDMD D/
fafkkie 2 BRRET L 2. Ca $EAEIZ Ca IBEUIEE
A7 24 HHEDOBNN EGTA BE 21515
L LCRE@ L 72, DMD &/hNRMNBOMICHEE2Z
FZhoiz, MR CaiBEEREKIZBRANRBR LD
{KMETH » 72, DMD TizH 7 = 4 Y REEHTT
HEL T2z, L2 L ZHOBRITEESESE CPK
MIENEFTLBERBI IR EHEEI N,
Z Nk 512 DMD O B/MMAURICENREIRA L
Hoier oz,

X 73
1) Sugita, H., Okimoto, K. & Ebashi, S.:
Biochemical alterations in progressive -

muscular dystrophy with special reference to
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2)

3)

4)

the sarcoplasmic reticulum. In “Exploratory
concepts in muscular dystrophy and related
disorders”, (ed. by A. T. Milhorat), Exerpta
Medica, Amsterdam, 1967, pp.321-326,
EREER, AME— HPRALe 74— K 6 !
487-493, 1981,

Takagi, A. & Nonaka, I.: Duchenne mus-
cular dystrophy : unusual activation of single
fibers in vitro. Muscle Nerve, 4 :10-15,
1981,

Wood, D. S., Sorenson, M. M., Eastwood, A.
B., et al: Duchenne dystrophy : Abnormal
generation of tension and Ca** regulation in
single skinned fibers. Neurology (Minneap.) ,
28 : 447-457, 1978,



28) WY xbu74—ﬁ&v%m%m%ﬁ%ﬁw

xR R o=

=] 9]

AR L& E? L CREEBTHELE N
IHRHEMN M) 13, SEOBREHUHE
DERETHD, MERBLUCIITAER =2 —0
>, EBERME, MREHEAER, BROEER
FHEEL TwaY?,

FE4E 12 Duchenne & DMP IcDW T Mi#E %
#aEt L 7297, 4 A E 2o DMP K& U5, #iEghE
A, @R, HIICEERRTELNOMEHRE
2DV T M ENEEFREITY, TNLDEBICHIT
%W, BARE, RWERMRHEIZODVWTM
BEOBBE2RE L 2o TRET 5.

R & HE

E# #£16% (E#4E#27.45%), Duchenne &Y
DMP12%1 (F#14#r11.95%), Becker £ DMP 2
Bl (55 2:16&), B # % DMP 2 % (137 18
), K-WiR28 (9mk&19%), EEHENE

(MG) 6%l (CEHE#47.75%), KERIBERE
6 B (FHI4ER52.85%), ¥ERFBE3I2H (FHE
E52.85%) NAET8BIEMRE L.

M K NECEkIZ Medelec MS 6 -1 BIFHEBE & &
HERE/RE-K 2 % v TTv, ERFEI
02ms DIFHT, MEE L 2EE*AWTIT-
2. MBIZT——Lv a—F—iciiskl 248, =
$T7TO8EL VT avyH—2HWTME
Z 5 EFEHmMEL 2%, MEDER, RIE &
#, ERNA4EBE2 oL —F—IcLk DERIL
X-Y7oyZ—ICRB8Td27a7762FEL

* BDHERXPEBE=RH
* x [E 17 AR AT SR RAF PR

- brevis (EDB) muscle T& % 2%,

w £ R OB B
A 3 b SRR

PRRL TT» 72,
BERBERRY—32s—TEHRILZ. MELHEH
L 7285 W13 _ERE Ti3 deltoid, thenar muscle, F
JX T3 tibialis anterior muscle, ext. digitorum
MG Tz Z 0t
orbicularis oculi muscle »* 5 & M # % 5Lk L 72,

& ®

IE# #1644 /O M ¥ % deltoid,
anterior, EDB, orbicularis oculi muscle & 9 &
B2 &, MEDKRE (M) ZEE (M)
L CHBRAL, HaxoHRETEEORFEIZFENT
REN, BAFKEWIZIER 1 ORICHEELKT
b HEAERLZZ, HRDHHO M ENIRE & H
MOERBEZ NP UAFRTRY.

% 1 i3 Duchenne 21261 & Becker Z¢ DMP 2
5, L-G R 2%, K-W ¥5 2 Bl ks, AHRHM,
CPK, & 8i8% # 7~ 7. Duchenne ! DMP Ti3F
BREo) B iR AT H IR W FIA12FR TRIH Y, F
#)C 4 IEH {E33.5Ciz o L T Duchenne & T2
28.0C & #5C L&V, Zicxtl T Becker &
TI332.2C L EHEL D 1 CERWDAT, L-GHY
TIRERBAMAT15.445 & &V 1 51T26.4C L& <,
K-WIiRTIERd D FRAMH LT 4FE L EV 15
BIT26.0C LET #5872, ZHIIHRANDEIT L
FICHIVET, HEHEIEA THRANEEEIK
T azbsEZ L/,

MiEoEE 2 GRYIMZ2BEIcE->TRE2 i
7R3 &, Duchenne B TILEALE D EIEHE Tl
BFRAM & DADIERIZ A L v, BB
2 LSRN = A TIRARMME» R X5 &

thenar, tib.
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MENEEEZ T > 72 DMP RUK-WKDER (&5184)

FEPIOM, £, FHRYME, OECPK, MERGHOKEEE

~9. NR ! no response M&&

Duchenne i 2 ba7 4 =2 (12 )

- BANG A A A

-1 64 AMER IADNE DT CPKIUMD MCV(m/s) W(°C) TFHCC)

1 M 188 18.0% (+) L] aes 30.9 34.2 23.8

2 M 17 16.8 (+) X 1006 ar.1 29.0 24.3

3 M 17 140 (+) E 3] 1196 49.1 32.8 23.8

4 M 14 8.0 (+) x5 2334 80.2 32.9 27.2

5 M 13 11.8 (+) 9 2388 89.8 34.3 31.4

e M 12 10.0 +) xa 1961 49.4 20.68 26.3

7T M 11 8.0 (+) F 1976 82.7 30.1 26.9

8 M 11 8.0 (+) F 34 2328 80.2 30-8 26.2

"e M 10 a0 (- =) 3872  53.1 33.1 32.4
10 M 7 3.0 (=) 7 3872 56.5 32.9 30.6
11 M 7 2.0 (=) B} 17600 51.2 a3.s 31.2
12 M e 2.0 (=) bj €127 53.2 33.1 31.9
Ty 11.9y 8.4 3768 IU/Ml 8O.2M/s 30.2°C 28.0°C
+s.0. +4.1 t6.0y + 4373 te.3 1.8 *3.3
Ena 100IU/Mml 82.2m/s 34.0 3378
UF *3.8 0.7 tfo.e

Becker, L-G, K-W& o M g
CPK & 3 .
nEs|amen | pwsg HRA&(°C) MAOEM (ms.mV)
(Iu/mi}; W LR FR{EDB m.|Tib. ant. m.| Deltoid m. | Opp. pollicis m.

LM 16"]| 10.3Y | Becker 156 | 31.5 29.5 32.2| 60.4 4.8 9.0 M5
M 5 1.3 Becker 155 | 3.8 32.6 32.2] 6.2 60.4 189.9 15.0
3F 13 9.4 Limb-Glrdie | 344 | 34.0 31.0 %0.6| 28.3 55.2 288.1 0.8
M 18 15.4 Limb-Glrdte | 116 |32.8 29.4 26.4| 60.5 4.1 15.2 66.1
.M 19 17.4 K-w 455 133.7 31.6 26.0] NR NR NR 19.3
6.F 9 1.4 K-W 820 |34.0 33.5 3.1 13.3 - R0 | . 6.9
EXR ) 34.0 2.7 33.5| 45.1 85.8 849 9.3
£0.720.79 £0.6[+27.4 £37.0 178.8 42,7

HIC M EDEEAMET L, Becker, L-G, K-W
% T1x Duchenne %! DMP & IE¥{ENHNE% &
N L BIREI R w3 LIETLTRS &
IEEBE L S>TWE, TNIZETTBEBIZEY
TIZHRNZ L THY, MEDOERIIRIEL /-5
BIlBWIRHET 2 NMU OBf89iE L 2 5,

MG 6 %, Osserman Type II,, I B E
THYBRHEERNT % L 72 Hi4% T3 Ach receptor Hifk,
EEHBAT AL, MEDIRIE, EE*zR2ISR

9. BIBRIFERRANIC & » TERPREER Ok L 22525
2, 4, 5TRMENRBERVEMEI»FETL TK
BELTE), MEDXFITRERDEL L CRTE
BHEEREE LTHERTH 3,

RRRFERR 1R b+ ERREER DR L o o 1B
& B 3 fE Pl i3 Total body irradiation
(TBD*, #&100Rad 2 58RI > TITH &
BEERIER & L T, T HEOWRE, BFNNE,
HEDFAROWE, WREREONE, MisROM
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Area and Amplitude of M-wave

IE® o Amplitude & Area OB &%

.| Deltoid muscle | Y=-—12.4459 + 8.8539 X

Tib. ant. muscle | Y = 11,4289 + 6.0593 X

Thenar muscle | Y=—9.6083 + 4.8293 X

Am:a of M-wave

EDB muscle | Y= 4.7407 + 3.089 X

ms-mV

el el R B

Orbicularis oculi | Y= 1.9858 + 2.7948 X

400

100

Deltoid

10 20
. Orb. oculi muscle

. 30 40 mVvV
Amplitude

1 EHHIEZOMENIRE (B#) tMEOEE (i)
=A%, SRR, e, i, RGBS IMEZERL
7z, MEOIRIEEEIT L CHEBIL, MEOBRRFENTREN
3. BHAOMENIRIE & TIROIEFEZMAT TR,

fn, BARRREBA SABTIREE 2 5%, 3fEBIC D
BRETE S L)% - 72D, AFERRIRTO M K
DERIZRIT D BRKIERDWE & FATL T, REx
Bh, =A%, BHIEERER, AURE R, EIEMHOS
BTWEHEL, HEHHL WEREOMREZHET
SRR, FROEFELLTHERATH -2,

RAEMGEEE T, ZicaReEELE]RET 3
Za—usF—r LTRFERBEBREDOME L
MCV &#icisi L7, &3 DRICEREHED
MCV iz 6 Bl 2 FITR~< no response &, 41.1
m/s TRETH DKL, M EDIRIER FHTH
IZ26BIF S BITREL2ED, MENRELBDHYL
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Area of M-wave
ms-

300

M-wave area & duration of illness 280
12 Duchenne ®
2 Becker O
21-G o

2KW 4 260

240

220

EDB muscle Tib. ant. muscle 200]| Deltoid muscle

Area ef M-wave
ms.m!

180

oB
140

1201 ® °

5 10 15 20y 5§ 10 16 20y
Duration of iliness

E2 DMP & K-WiKiCcHiT2MENDEK & AR
Eh b EEME, MEEH ZAGLIOMELEB L EREZER
EESiz 7T 7ImL 7z,
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R2 JORRAEERRATIC & 0 ERRERDWE L2 A ER 2,

4_;

5Tk, THRPLIREFHHTF I
WEEFATL TCMEDLHEL T3, 3 Ach receptor Hifkiz T L L ERERIER DR & FAT
L', MBEIZFATL, FHRMEIZELLTERTH 3,

Osserman i Ach Receptorii (I # <O.6)] Manual Muscle Test|M i o % {t (i# #1100%)
Age | Sex classification Deltoid M. Deltoid M.
wini248 Wik 48 #iHi1 48 #Witk24A| amplitude area

1|31y} F Is 12.6 ————> 4.6 -2 > ~3 41% 37%
2les | M I 6.4 ——> 7.3 —2—> -1 126% 133%
3|70 | F Ia 11.6 —— 5 4.3 -1 —> -3 38Y% 28%
427 | F IIs 6.9 ————> 5.8 -1—> O 131% 133%
sl61 | F Is 8.6 —> 2.0 -1—> O 450% 457%
6|l3s | F I 39.6 ——> 26.5 -1 —>-185 62.86% 91.2%

K3 WIREELERET L2222 3F—TEMCVRBEETLMEDIRBELHBNET #2610
5T EHHB, KIFRDELBE 6ERTIZ, THRNALIICMCVOEEIR2H, MENREIR

S5PliciZers-, EFI6IIMCVIMELIER T, EEFRAIC L RIEHREEIIRD T o7,
REFEA | AR | TERORAE | EDBXOEBLAEMROAH
KER MCV . o B & m R
2EEE @Eaa3-57mi [ TP 32000 s wm oy |ErTa0%
1 1B3F % 44.3 mis 2.5 8.6% 15.0%
2 9F % no response 30.3 no response no response
3 UT B 29.1 31.4 68.6% 70.0%
4 NF B 4.4 31.5 11.4% 16.3%
5 M9F B a1.1 2.0 17.9% 18.8%
6 63% % 4.5 31.2 141.0% 161.6%
44.5£2.6 mls . 49.5:50.7% | 56.3:56.5%
F152.8+16. 50, :
ZIEST| S hpge) | 0T | (shomm) | (smowm

(TREIRABICEEBEDIES)

o7z 1 BUIEREREYIC b RIFHEREE LR TR
2% <, PRHEERDEBE ZRIEFNTH 72,
VERRBEI2EA TIE, BB MR MCV > IEFH#
HTH, MEDHIRIMET LT SEFLIETF
8HBHL N, VERRE= 22— ¥ F—TI3H
HHRESERESON TV 2D TMCV 7L wif
BELDRBTTHE2, BEFRBETLHMAREY

DRI TIIART » T B 2 & HTLIBERYIC LR E
NTV29 Zerb, MENERIETZERER
SR b AR BICHIR A > TV B THEME %
RET AR EEZ LILEOD

& - 3
MERBICBIET 2 TUEBS =2 —a 25
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BRICE S —ENZRBORT, S EIZRIGHE,
MEHEAL, HRNSRBICIOVWTRETLZE
25 MESHPERELBSIZLUTORE) TH 5,
1) DMP (Duchenne, Becker, L-G%), Rt~
K-WigTi3, 8880 HHniHEE L L TMED
SIERTH), RELLHSCBWIRET
3 NMU 0 #&fegisiZ 2 @4 BEMLE W BT
EWT 2, BEESHRINILIZIRHEDTEE
ELTHWES.
2) EIEMHENE

B RRERR AT RO & & AT MR BR AT H: (100Rad/ 5
B) FOBBEMRHEICEBE L L TR,
3) =z—oseF—

BRBYICId =2 —asF—5 5 :FEz oD
EFATY, RKIFHEREEEIEENZ LLHD,
FICHREELEERE T I —0/¥F—TI3Z
NEEYH S, MEDKRFEIT=2—0,F—DHF
Bhe Wi & L C, %¥iC axonal neuropathy Tig,
MCV & ) 8 etaiE L % 5.

BHRBOEERIIHIET L FEHETDH 555,
BICHNHETOREERE L TREFHHATRL,
BRI S D 55, FOMICIIEENICERT S
FRHIZ LV, Mz NCV 0 & J iRy 2ig
BT L L, EE=a oy, RIEHR, BEH
EAL, HHEO L ZhIcEELH I M BEOIRTE
RFENMET A V1557, XIXERRZNK &
e MESZBETNL, =2 —aF—Pltic b
M2 DR BICIERT 2 2 E 2T 3.
ZLTMENRIBRPEHEIRILT S L 0IIRE
LB ECB W TERICL VEEI N5 D,
EEEL L TREL TV 28N EAHENME
WO ETEEMICRTI ETH S,

# 3
EHE, BHBPA P74 —ERVFEOMEOFRE
HEBAHIBHENRIC M BB 21T-72. M
BIIRBHEEEICEITS NCV ORICEFER
BEETIR WY, BERMRRUCZEHE&bET
M %R T T, BHEBRUHEHESLE, &
#, BHICEELRTHL2OBBEHRENEEE
LR IGESRYUEN2DHIC, ERBIHEEL L T

FRTH S,

1)

2)

3)

4)

5)

6)

7
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WRBA L NEFRMESHERIEEES L US
BB BMORZICEHT A, EEER, 68!
449-458, 1977,

FERRE, BENT, FARRER | RIEMERE
EEE MBEOKRE  REET Il FR) =
2—0sF— L ERFE = 2 — 2o F— D
W5, ERFRAREE, 20 1 241-247, 1980,

RREE, HPRRE HPRA o7 4 —fEics
TABRGEM (M) N, BEEE (g
RBMRERR) HPR P u7 4 —ENORER
Iz B¥ 2 BRERROBT 7R (Z4FHE), BRFOS6SEEERT
ZHEE, 1982, pp. 129-134,

Engel, W. K,, Lichter, A. S, et al : Splenic and

‘total body irradiation treatment of myas-

thenia gravis. Ann. N. Y. Acad. Sci., 377:
744-754, 1981, '
AKRIEERNS  HERREBEB L UWERKBZ v D
MR E—RBEESFORbB L UED
B IS DWW T—. VERBMEMEEE (kK
Hx, #EAX- R, XHBE, RN, 1979, p.
51,

Hansen, S. & Ballantyne, J. P.: Axonal
dysfunction in the neuropathy of diabetes
mellitus . a quantitative electrophysiological
sfudy. J. Neurol. Neurosurg. Psychiatry, 40 :
555-564, 1977, '

Kuribayashi, T., Kurihara, T., Tanaka, M.,
et al . Diabetic neuropathy and electrophysio-
logical studies : Evoked muscle action poten-
tials, nerve conduction, and short latency SEP.
In “Proceedings of the International Sympo-
sium on Diabetic Neuropathy' and its
(edited by Goto, Y., Horiuchi,
A. & Kogure, K.) , Excerpta Medica,
Amsterdam, 1981, pp.120-124.
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29) A 23187-induced myopathy 2 B} 3 ALEF2Y >

VA=V .S &4 %
O
WG g  Hm Om ok R
®OE e —*
% m B F*
B =0

BEREEFEICL ) MEBA~NTKALLZ Cattiz
& - T, Ca**-sensitive proteases f&iE", ATP
depletion? % & # A+ LIBR E N2 HHAREIEN
BEFY S, B Aba74 —EREAN—DELT
WBIBENTALL, AN TL-AF /2727
A2318713 = DFFEHRA L HEBERY 2 6, FIRER
ETVREDLZHNOFRLZAFEL TALNTW
3, bbb, FEFTOELZT v FEEER
Bz oWT, BREFENELY, IHELREBEREY
RETL, b PRI T74—BENRRER
TRz, EFE, TI7XFBOPLDTIRST
72 v (PG) E;, E,a EENBIBHHNTLAEY
I B EMELMICEND, ZOMICIT, MIZRE
#) Ca**, calmodulin, phospholipase A, memb-
rane phospholipids DA-FEATREE S LT 50710
Z e b, BRFFFRTIZ, A23187iC & % FHiAEIPNEE
HWEc BT 3 20 PG ROBRE 0T, KRiT:
A&,

sl &

A RZ—FRET v | (220~280g) > L HEIRE
BErEOmL, ZoUlRs (BERER1I~28mg)
A RAAR (0,+C0,=95: 5) Fn) I

(37C) THEW L > >HFRMERHFEHFIcE Y F (&
KEWHERSI G o N 58 ERRAICE Y }), 8
SIREEIC & 5 massive stimulation (0.5msec
duration) = T # E # # & (D - Tubocurarine
chloride 6 ug/ml &h0THRIPIFEERI B O TTRE

* RIRKEEFBHEAF

DIRENBIY 5 BT A RTRRET

E E*
kOK W B OH OB B
7R BR* B A W —*

) L, BNHESES, 166Hz RIEERIBIC L 554
WEES AL 2. ) ORI, 122mM
NaCl, 4.7mMKCl, 15.5mM NaHCQO,;, 1.2mM
MgCl,, 1.2mM KH,PO,, 2.6mM CaCl;, 11.5
mM glucose TH 5. A23187iF 1 mg/ml D ElE&
Txy —IVTHER VSNV TRERBELXL
pg/ml & L7z,

EEapym®E (F1) i, Aspirin (5 X107
M), Indomethacin (2.8X10-*M), Leupeptin

(3 X10~°M) Tlo5r R ic v 2kt &, £FKAIE
nEN L A23187 (10ug/ml) & DIREH T304 M
AERE, BUNHE, HMESR L ECEKL, &LEAIED
&5RS (100%) » L ELERBTHHLZ, F |
72EENFET, 7 Leupeptin (3 X10-M) T
154 RsLERT%, Z iz PGE, (2.8X10-M) #n
2R TI0HREL T, RAIBMREECEL,
MBHRIDEN EDELERBTRLZ, KIZ, £
FNoLELn % %, A23187 (10ug/ml), PGE,

(2.8 10-°M) Hizh T304 FAE L 7z ATk ) BT
8, SEHETRNIDEN K% L XFH L 72, Arachidonic
acid (5 X10-M) Hijhis L f Aspirin (5 X104
M) BILE (1549) 20 &2 T & Arachi-
donic acid & DIEAHIC & 24 (305) icDwW
THEHRTH 5. Calmodulin inhibitor, Trifluo-
perazine (50xM) IC& % A23187 (10ug/ml) AL
BRI T 28t 0BT DWW T3 R
DBEEEIT- 2.

= x
2iCRYIE Y, A23187EGRALTR 1% o) BLHE
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(Pt), 5&#E3RS (Po) ix, SAEEAT (1002%6) icks

~T Pt, 37+9.1%, Po, 34+8.8% (n=6) &

ZHLET 2R3t LT, Aspirin iz & 2 &
BIUGnE (n=8) #%Pt, 66+£6.6% (p<
0.001), Po, 65+5.3% (p<0.001), Indomethacin
2k 2HTE X ORI (n=6) % Pt, 65+8.6
% (p<0.001), Po, 57+9.8% (0.001<p<
0.005), Leupeptin ic & % BT & UHRINAE (n=
6) % Pt, 78+7.7% (p<0.001), Po, 73%£7.7
% (p<0.001) X EFENEHALNI2, PGE Bk
IR (n=4) 1% Pt, 63+£9.4%, Po, 52+11.3
% LS EHET DL, Leupeptinic X 28I LU
wmmmE (n=4) #1475 &, Pt, 85+6.4%

(0.005<p<0.01), Po, 85%+8.9% (0.001<p<

0.005) L BEENWE® A L7z, Inhibitors & L
T V37> Aspirin, Indomethacin, Leupeptin HiZ#

(BIAER) TIE, Pt, PolcHELEMMITREBE %
o7z, 3 iz A23187HL3H M FEE 3 L UF Aspirin,
Indomethacin, Leupeptin €L LD - GRINAL
ik BIHE, BEEHOBLOERELRT. H
4 Tt PGE B 5 L *Z 1% Leupeptin T
BT« IINAER L 7235 A DB DEALDER ERT.

51izi%, Arachidonicacid BRI L 5 B

1

10‘

10

40

10 20 30min,

A23187 (1049/ml)

Aspiin  A23187 & aspirin (5x10™* M)

|

Indomethacin A23187 & indomethacin (2.8x10°°M)

leupeptin  A23187 & leupeptin (3x10°5 M)
PGE2 (2.8x107* M)
leupeptin  PGE2 & leupeptin (3x10°° M)

B1 EEFOHKRT ST L,

UNEE, SaHEIE T DR (KT A%, Aspirin DHI T
AR CHELMEIE2ZT 5 L ERLTS,

6 i3, Calmodulin F % # T & % Trifluo-
perazine (50xM) Bi¥is L UF A23187 & NFHALE
A%, B BERENZEZELLTALDLNT
»5, FTMEICLDERALENETHALDLN
7z.

* =
AN L AF 27+ T A23187IC & DMK
v 65 0 Cat*influx® 12 & » T b 72 b & N7z KR
FnEHELET (M2, 3)i, MBS Catt
Izt aEmRa o PR 5 L0 L LTHE
RN 5, BEY Dbilbio) A23187% iz
HERTIE, BENOERETICHBIUENE
FREEICIEFE s 2nict L T, ARETIIMAE
FELEFRET 2R, i, FHRREDSHE,
IR R, ERBIEA LTI
HMTEEBEBE 4 1T » 7272 tension 2Mb - 72D
MERN—D & L THESI NS,
A23187ic & 3 Z DEEFIDIET i%, lysosomal
thiol proteases ¢ inhibitor T & % Leupeptin'®
I aG e ATSREIE 3% & & b IS, Aspirin,
Indomethacin %t & PG inhibitorsic & > TbH
FExfk 22y (M2, 3). 72, PGEAE
LHEDDETE2ERL, I LR lyso-
somal inhibitor THEXMIEZZIFS> 52 & D
oLz (B2, 4), 2 b 0nEKL, A23187
ICE2BNETALEREI N HHEBRNESR
Cat* &l IcE 2 BF 0PIz, PGE,»f
NET B Z & 2T 5, FE, PGprecursor. T
# % Arachidonic acid i b BRRHEIETIEA
At N, ZiH* PGinhibitor TREIEZZIFT5Z &
LEFE L 72 (E5), &4, Arachidonic acid 2»
5 PGE,;, F2. BEVERHATEZINISZZ
EAELPICE NS & & DHIC?, membrane phos-
pholipids #* & Arachidonic acid # &L EIERD
Pz 1, Calmodulin #4+L, #HEEMBE| Cat*
1= & > TERE & 172 Phospholipase A,»B5-¥
% & \» b 1L 39, Phospholipase A, 5 & U
Arachidonic acid'” iz — 7 T#i/hak o Cat
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50 100 %

before treatment — E— . y r v v . .
[ ]

A23187

A23187 & aspirin

x x x x§ x
A23187 & indomethacin se o o0
K XXX X x

4 o8 ¢

A23187 & leupeptin

PGE2

PGE2 & leupeptin X X X X

o twitch Xtetanus

2 A23187, PGE HE B L rZ b & PG inhibitors,
lysosomal inhibitor & DMl A AL H I L 2 B4 4
(@), MHESRA (X) DIET %, HMEAINIRS %100

& LT%TRY,

transport i3+ L THIGIVER B ), WA free
Cat*BERIOBFII--T—BEHO>LNS Z
2% B, 2 TEDERHMEHE & 1172 PGE.,
Fz2q13 lysosomal enzyme release'® =85 L #5450
BBAELIZ LHEEEINTEY), PGE,NH
SR J1TE T YEH #* Leupeptin T34 7% A7 2 BHAE
SNZHEE (K2, 4) »5 b, PGE,NEHH
lysosomal apparatus ic$H 2 Z & 2HEEEI NS L
DD, FARBRICICE 2 BFOMIT L BEETIE
Z\,

EiR L 72 Calmodulin D Z D Ric BT 5 %E %,
bNLNDEFRZENFETHERT 2 2DT- 128
FI3IX 6 [2/R93@ ) T, Calmodulin inhibitor &
L TH& & L5 Trifluoperazine 13, % HLBiZHALER

TOLHEABETELSD, A23187T0HEMIZ 2
—BEB{b¥ L7z, Z i, Trifluoperazine NEs
EKEERD S b, BMak, 3 bar py 7o
@ Ca**-uptake BHIEL{EA, Cat*-Mg** ATPase
EHEEA L & T, MIBN free CattiBELE
&, THORTANBTLIGFNEE & TR L
HEEEIND,

B, BRMEDH O PGE, BN & F njEkE
EDOBEICET A& L b DY, BRI, U
AbB74—=FicDonTd, FOFERICHI DL
BREE - Cat*3Rn—m», 2% Ld invitroE
BRICE-TTRRS 75020 R LTREIN
25T EEHEL . &P, Horrobin 522 (2 & »
THRIES 71 TVv> % Duchenne dystrophy ¢ PGs
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A23187 before A23187 & aspirin

40'?sec

110 9
400 msec

before A23187 & indomethacin before A23187 & Ieupeptln

3  A23187 (10ug/ml) BiyhmaE iz X 2 BINKE (Pt), 5&¥E7%R
71 (Po) HFERZ{ERT A%, Aspirin (5 X10-*M), Inome-
thacin (2.8X10-*M), Leupeptin (3 X10-5M) i & %
HI - BB L ), oW LMEINDZ & 2R
3 (7 MRS, 37C).

before PGE2 & leupeptin

]
400 msec

4 PGE, (2.8x10-°M) ¥ EIC & 2 8IUE (Pt), 88
8877 (Po) MK T »%, Leupeptin (3 X10-°M) iZ & 5 &i-
NI L DAY SBIEEND Z L 2RT (T
v MR, 37°C).
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’ after éﬂe’
- ; before L . -6 before
Arachidonic acid(5 x 10°M)

P* i AN -
’ 4Tmsec
4

5 Arachidonicacid305FIAAEIC & 2 BYE (Pt), T64ER
71 (Po) HFEHLET (K) 13, I Aspirinic k3
RTALEELSSrf], SIAEE30ZME2MZ 5 Z 2k D Ea

B LR ERIT S (5 AR, 37C).

acid (5 x 10°M
& Aspirin{5 x 10*M) )

A\

) . A23187 &
before Trifluoperazine trifluoperazine

‘/\
/\_ Jr—

X6 -5 Pﬁl‘ﬁﬁ%@%l{lﬁﬁ(l’t) S&#E7% )1 (Po) i, Trifluo-
perazine (50uM) EBijHAAEISHMICTETL, & 513,
Z Ui A23187 (10ug/ml) % h012 CTI0SRILIES 5 & —
BOET %R (37C).

1109

—
400 msec
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theory iZ, FIZPIEE free Cat* % 2< 2 EEIC
DWTHERRTH » T, bbb ZTHRXT
ERLDERBRLZLZLOTH S,

= BB

AN N AT 77+ T A2318TI2 & B BHE
W BINHEE, RFESE S DIETIE, lysosomal - thiol
proteases ¢ inhibitor T & % Leupeptin [&] %,
PG inhibitor T& % Aspirin, Indomethacin = X
> CRIEE N, PGE,ic & 5 8H5EN{ETIE, Leu-
peptin TRAIE X N7z, FHHMIAPAEE Cattd 54
BB BEABFICNET 27T ORI I 7P
DIEFN>EFEEZMR 72,

X R

1) Kar, N. C. & Pearson, C. M. : Muscular
dystrophy and activation of proteinases.
Muscle Nerve, 1 : 308-313, 1978,

2) Wrogemann, K. & Pena, S. D. J. | Mitochon-
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30) BHIREE I ATt ryORfE
—EEEDRIE(PAPE)IC kX 2 BI85 —

H H

mRamiE N
% H

(= S DR T

IhET, JEMEHEACBIT RIS
ot > (Mb) DRIE, RREICL S Mb DG, B
DV TRETL T E 2202 | 4-ElL, BRIVAERY
12k B RMEN O Mb $efa 2 34, MR Mb
DRPERHIREICES Mb oa)EIZ DWW T, HE
#uf5, Gomori trichrome #efa%53:, ATPase,
NADH-TR % & DL FAIBREE & WEBRET %
fmz 7z,

ZhE TolatEEiERIc X 2 MiEH Mb HlE
AR Mb Dekiy e iBiRIcgt T A ik L, BE
FEHAREY IS L 2 HBREND MbIREIZ L 2 8%
12, HADBEIEIC L 55 Mb fENREEZ A
BEycBETEL LN EFEZLND,

] &

1) HEHEICOWT

EEEPURE: & L Tit, DAKO #%io» PAP kit
k2 FHMoHE F Ao aE(RRE)
ZiEASET Mb B 2T /2.

R L DEBEUAERZERL, BELKE
H,0. KT, il D HEME —A ¥ 2 F— £ 8
WML EBIIAZ// —NVTHBEEEZEBI -
72, #ntk, RLISRTRIEICEI) Mb &2
FTL 72, HATICEANTT, 23, ik b 3470
v miE (%) & DAKO PAP kit L DEREY
Rie&425B52012, ik P 37085l
DBIEMREZESL, TN TNRENNREN
oW TF 2y 7%BIU-72, TOERE (R

*MEXZRATREL 52—
* *MMEXPEFBB—AR

o Fee

Et

+ %
N EF

\H'_;t*

ﬂtt Eﬁiu

1), 128{EMIRM TR IMEHLTREN BI b
reoT, BT, ZOMRETMbRELHITL
7z,

2) B RREE
SEREEMAEYRIC oW, HE #f, Gomori tri-
chrome 8%, ATPase, NADH-TR % #ifT

L heBekREt 2m 2 7z,

& g
1)Mb REZHIZOWT
e bIATobErHE (XA FHM) &
DAKO PAP kit ##ladbe¥sZ ick),
MMEN D Mb SEBATTREE e o 72, ZDREDER
7L Mb Mi#BE 1L back ground NDREME, 3-

AROA

g(HzOz, A5 7—=0)

7 5 EH %

—ijgﬁﬂ;(ﬁt b Mb HiK)
::J%ﬁﬁk( RRARFIATIVRE)

peroxidase antihorseradish
peroxidase (PAP ) complex

{
gﬁ‘&mﬁ( AEC,H202)
Mayer A7 b ¥ U B
{
a9 B

@1 ERPREIC L 5 MbREDTFIR

—171—-



R1 HMbIUKRBE L REMEDBTR

A Mb & back ground . AEC®D
B R E D # B e R
11 (++) (+)
11 (++) (+)
1/4 (+HH (+)
18 (-H> (+)
1/16 (+#) ()
132 ++) (+)
1/64 (++> ()
1/128 (+) (+HH)
17256 (+) (+#)

amino 9-ethylcarbazole (AEC) OREGEEIZDOW
THRET L 28R, 128 MR CR L BHIcREIN
7z. BHAROWNEME —I X ¥ F—iEENIESE
HAbix, 3 % H,O.ix THEAT L 7z, FEIEEIL D che-
ck ¢ LG, EERROLFE2H Mb MFN2H DI
FHL, UTPAPELRILBRTEI X -72. %
DR, BERMERNICII AECORBREALN
¥, MER—F X F—viEENM I+
bl Twd LD LHMTL 72,
2)IEREFBRMEAD Mb BTEICDWT

EHAN (34) OFHEHICL 2 MbRETI,
HWHE T, SHRHRICUE AKICRBRIC, i
BOMER L L THREI N, HEETH, FERIC
U EAMIRRES N, HHRMED type 3z Mb
DREUETBEET D L, type I fibericBWT,
Mb #eatEdsE VWA -7z (F2. a),

3)EEFD MbREIZDWVT

Bmrabte7g4—fE (7T48), EREHL (5
4), Motor neuron disease (3%&) I22>WTk
BRETL 72,

RS ERS L LT, HhEEENRBE{LE
ALS (24) Ti3, Mb#fs & ATPase, NADH
-TR & DB DR, FRMEN Mb I2EHERHET
b, type I fiber TIREMicH72) Mb ITReE3
N2 DML, type II fiber DEMETIZ, Mb B
BHERIETL Tw, 2Dk 51, Mb DR
TORFFRRICIL, type SINERITTREN: (E
2. b),

BRI RMENNRN LN L LT, #TKE

f5 2 F @7 4 —iE Duchenne ! (5 &), BHLY
(L-GE) (14), BREE A o7 4 —fE(2

£) IZDOWTEREL 72, 8% Duchenne BI T3,
CPK 5950IU/1, HBD 1128U/1, Aldolase 61.5U/
| L EHL MEBRRENLTREIGZOHLNIL, &
DBIDFERIZETIZ, BRHEDKNITE, HEDN
#imicinz. <, HE #&ICBIRT 5\ HW 3 opa-
que fiber L E(R & 1, HEIA e BHIRFFT RATA S
niz, ZHEFID Mb FETIE, 2% Mb DR
AEAMET L, BMEYAIC X 2&5 T4 Mayer
~ThX )BT IHRHETO Mb TG
DR T A LN, F/2, HE £ Gomori
trichrome RBZEHICEBII % opaque fiber T
Mb #EBEEIET L Tz, ERZEmE, L-G B
RPHBREC R 7 4 —ETLESH LN (H
2. ¢c).

ZRMGLR (54) T3, RERDOIKE, 8
FH % EOBBERATRICHIGS 3 BHEREI A LN
7e%%, Mb#&Td, MIaREISELTAMTH
MbitaEDNIE T A LN, £/, HEH A,
Gomori trichrome $eE&ZRICBET 5 HiRHET
13 Mb e aEDZ L WHEMIC H - 72, 2fkic,
Mb # B DPED Mayer ~< F X &) Y ICBRT
2 HRARMET ) Mb BB HEET 254 & iz,

* x

Mb 3 ESHICERLBREORTEELAL, &
HAOEBEREL) 3~ 9mg/dlL INTW3EY, HiF
HEREBOZKICEEL Tit, CPK, LDH Z Yol
BREESHER, HERZi & ERRICA S
NnTwa, La»zic, Tk, 5 MbDBRERIE
HEEEE L), BROBEERBTIZ, HHEAD
Mb Z#EIEE LT, ZORBEBEROEELHB
TL2HADPLEINTE, e L, HHEA»LDE
HMbOBIEEZAIS 28, RREICL H2EBRFRE
0, BEOERZHALTEL, LrL, @i Mb
BEE & MiEEERE & ORICIZIENFEREERIZH 2 L
DD, LFLLFITL20TId %L, £/2, Mb
ICIFERNEBRESROBE L B EINT

VB |
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BhARMEN A2 5 D Mb & CPK % & D Ep#EEEE D
WD A =X LIEAFHATH %55, 5EBITL 72

e

M2 a. b c EEEHUAKEICL S Mb R (Mayer ~= b
X ) Ui%gf)

@EE A
FAFRHEN D Mb 12U F A ICKEERRIR ICBZES N 2,

(b) ALS
Small group atrophy %% & #1 % %%, Mb Qi H5{F 7>
nTw3, (L)

(¢) Duchenne B4~ 2 + v 7 4 —4E
MbHETIZEMICEFL CRBEIETL, &<
Mayer ~= F X ) S ICBET 2 HBRHETIETL T
%, (XKED)

FHFRMEN > Mb Jefs T, R R B BHEEE O
HETIZ Mb DRRBEMELMR 2N B DICRL, HP 2
b7 4 —IEDRMETIX, £ Mb Fefaiton
KT &bz, 72, #IC Mayer ~= F X3 )
VICBIET BB MRAMETO Mb v MEAME T L T
va7z,

MREREEERETIIEYICHZD, Mboyg
BRI ND A EERT S L, BHWBIZIZIZIE
HEABEEEZHE L kd's, #EH 5D trophic fac-
tor DRI ED A H = X LD FFEMOMIE - F
ZIRENEZE L TWEZ L LAREME LT# 2 L1
5.

SRR TIZ, IR EE THMMEON
BB S E L TAL CREMEAYRT L Tz, §y
BHEDMETORREE L TIZ, SHEMEIC (R
ZE) ML RFOBEESIC L), BRETEYZ BsHE
DR FEH AL, ZDEMLO Mb BRI B2 2
RHEEZLND,

BRABREICL2HBEO MbEIZ I N %
FERDAFREFEID B W IZHEBALFBTE L AL
¥, NHRET2Z Lick ) BRED SEE L
BEARRLL O LD LEFEEING, FKaizs
BELLTHYRA I 74 —EREREGHRICO
W THRMEN N, BABRRICEIT 2 Mb nEjlk
ELODFMICBEL T FETH S,

BEFN574F BE [ A 48 1 o2 BB A 7R 56 B No82-04
IC&>TIfT bz,

X L3

1) HEJIFIF], (24 : Myoglobin (Mb) o4t H
2, RPSEttoBFIc >\, BAME¥Yae
2, 198245 FH, HE.

2) HENIFOF] D ERESEBICE TS I A 7T e
EDRRRHIFHE. fEAESE (FIRIH).

3) Sternberger,L.A. ; Immunocytochemistry (2
nded.) John Wiley and Sons, New York, 1979.

4) ZEFFIR, 132 IA T uber EgEAT L
LEHREB. BHoMhE & BEE. BEHECE, EHE,
HZEFBREEL, E¥HERE, #E, 1977, p.58l—
594,
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31) mi# 3

T 7TavsDEHHINY — N HARIT

5 - DB B 2 & UNICEBIFF O B R DOHEE

nmoH#HoEm E*
MRmhaE R L " O£ 4 H ¥ = B ® X+
¥ OB BB B Ak ¥ B = i 1 Re

EELOHETIRESEICAIAZoE> (Mb)
DAL LT w4 (RIA) #EHEL, Zh%
AWTHEBENGHERES, LHREALYicBIFsm,
BIURHRMb D LARREE XY — 2B LH
2L TERD-9D

4EN, ZHLDEEEACTEEDRENM
hAnBRHE MbEBZHEML, HEHHBELH
FBLz, Zhick-> TEEBEBLTWLFABOHD
BMEBEBFZEL 2L 2V,

R E HE

MRITBEESA L EBESH5H (6 m%~40
), BY A+ w7 4 —4fE Duchenne & (DMD) 18
Bl (2 @ ~25m%), Becker & 4 #I (20 ~45
), B (LG) 5% (24mk~41mk), BHE-H
B.LBi% (FSH) 4% (235 ~458%), JeRMH
vz bwa74—4E (CMD) 38 (5%~8i%), &
BoRMEC R b o7 4 —fE 5 B(36/& ~58i%), FH
TR 4 B (235 ~495%) % b Ic B M.OBiESE
6 Bl (465 ~T48%), L CTREADEEIR—Y
2160 (208&~45%%) T4 bbb, EEREE (14kn)
56, BERSB, Yo —48, TT7THLE
Thab.

BRFEIDH LEESR, SMHLOHIESE, EHA
M (FREAR—YLE) I2DOwTiE, RBREERDD
WitiEE% EA T2 0E Mb oK) Y — %
Ay lREHMbERZHEMNL, TR L) HAR
BEEEL2, GBI 74 —ELT, £
REH R L EDEHIFICMBEMb D LR L

*BBRXFEFBE—AH
* * P IR SR AR FRT

N2 LD OPVTIREFNED> LEEHHBERE (1
H (24850)) # RO FETHEL 2.

WU Mb B2 6 I RB RO R MBI,
Roberts 59 DEERNEZHAVWTIT-72. ZDFHE
B GHIEERICHMT OB/ VT F X
—¥ (CK) &gy —> X NIEELHEZHN
FTHEDICHCL NI FTHEETH 3.

Thbb, SELHIEEROMBEEROBEI,

dE(t) _ L.
gt —f(t)—kd - E(t)

tEbIND, T LTHEER US) I3,
1S= (K)(BW) (J, f(t)dt)

tEbLIND.

ZZTC,

DV
Pcrx (CPKy—CPK))

e, E(t): HEESEHRHMFE CPK (CK) E»
O RERMEZ L 2ME, £(t): BfH ) DFil
CPK £,/ f(t)dt : B4 ) okt CPK
&, kd: CPK momsiEF=E, BW: &KE (ke),
DV @ 4kE 1 kg372 ) & CPK Dt srA4E (ml/
kg), Pcpx - i CPK MR ic HET 3 H A,
CPKyE® LB 1 EHhnagFCPKE (1U/
g), CPK, 1L 1 8hangHs CPKE (1U/
g), T : Mm% CPKENFEFEEICET S X THR
Fﬂi.

S EFERZ, ZNSH5RNDCPK # MbICE &R
Z Wz,

LERIEEROKRTH Mb & (EMb) 3,
SMb= (IS) (Mby—Mby)
EELTIENTES,

K=
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Zhiz2), BER/AL T,
SMb (mg) = {.?—X) (BW) (E(T) +kd Egdt)

T
[T E@ar e )

%3, ARXTIZZOHERNZ.OHIEELUSND
LoIIZL AW,

_ SMb (mg)
%Eﬁﬁgﬁ—% 1 8D EH MbE(ng/g)

YELTIENTED,

72720, 18 MbEE L TLHIEEN L
%(32.25mg%, DMD T13% % Ti3 5mgXx1/3, 14
Ll S5 mgX1/5%2 v, 2N bLlUMNE 5 me % B
vz,

@WHRT, SMb (ng) 2 HHT 5 HDEK
kd, Piciz, @3 A3 3 AR Mb D lAHR
s BERE)? (@1) 28wz, $%bb, kd
i3, IOBBOE 2 HoRE & L TR 54,0.20
h”?$ot.it,%%ukdﬂﬂﬁnﬁlLT
0.46 L ETH E 7z,

10000

100

BOFommmmamm oI

10 —
BsmIC h)

R1 @EADAT Mb gkl
(A Mbl0mg/60kg &#ik)

= 3
1. BEEs, 3B OCHESE, ZLUICEER
K= icBlrs#EEmBER

EHEHR EELEEHR ALK EMDEIX
3241~485mg L HH SN, ThEzHRICHRET S
L, 648~97g LD TRKETH > 72, FREPIC
Lo T ) DIESA LT,

SBHEOHEE LWL Mb £221~56mg, =i
LNETLHIrLBH LA LTCEET S L
98~258 k%), HLDKETH» 72,

EEAR—Y | #EEHRERIIRERMELS~ 2
g, Bki2~18, 4 #—2~0.38, 71
~08THY, EBOBELWEEBEbdbniZE
KE»h 72,

2 izl Lo#gts 7oy FTRL7:.

2. BIYR 074 —IEDOKHEOHESHE

B

BrAlra7 4 —ETRFREL THOAENS
D, Mb ZFFRENCIPANTE L TW2 0T, &8
BRomEMb 2L oL T, —HOGHBESM#
EL7=.

DMD Ti326~2 ETH Y, F@ick->Th i
NiEH A L7z, Becker B0 TCi23~2 8, LGHY
6~18, FSH®R2~0.58, CMD5~18, %
RREC AP T4 —fE4~18TH), 2
DIRBETIZ6 BFTTho., ERUEHRTIE
0~48¢%h-7, TNSLNEHEEZREI I
v FTRL 72,

DMD ?4F i & A E & DBIR | £ O{E
L (B TIRBL, 10EATEE TREICHL
L, #NERII D% ITITHIE - Th - 72 (R 4),

3. DMD mEBIATTIC & 2 #EHHIRE

4T EE> DMD B:# (9 ~11:%) ICE#H%2 A&
35 & miF Mb{EIZIZ U & D93~190ng/ml A
& B T E#%660~1200ng/ml & EHL, FNig
TR L - T, KREICRAL, 12BFfZIICIZIEIT
BIEE £ TTRRL 722,

D EENDMINMb{ED S L~ BN Mb
BEE2HHL, Chi2ERATICL > THEML2H
DPEBEE L TEHELE., BRIIZVWLNTI 8,
BUNLDTLAETHo72, INLDHIZRE
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E3 BPRFPe7 4 —ENORBNEEGHEAR
(18)

ADELWRAR—=Y LA TH-72, Rtz 7oy
FTR 3 HiRL

4. Mm% Mb DEEEE #HEHHBE & HRIF
n#FEMbD LR EZEE R L 2R ED Mb{E
DEREE & HEEHHER L OBFEZRS5 IR 72,
MEICHESERGHAIRE (8) %, BUCHESE (ng/ml)
EXEERETE), TNTNOEFDRE L 7 1
v PLTHB, KENL L WAREIZRWCHIT
EREFEFALNE, ZOERICE ST, &HED
BAAERRIC BV T, i Mb ENEREED & il
BEROKLEMDZ EHTE D,

& =

BT, BT CIcmiE MbiE, ZwvwL %
DEENNT — FHLPIZL TWABEFIV-9 1 &
UEEAR—D % & DEBATE (DMD &
BRI OWTRSBERS TREL ) i2DonT
MiE~DFHE Mb &% Roberts 59 DFER %2 B
WTEHEL, BREELZHEL 2.

BoLDFHARDCKICET 2 EH %2 Mbn %
NICES|MZ AW TH 5 5%, Mb DESKIZ, &
SIREBLHIBTH2BEADATT Mb gk
R B 53K 7z,

HEHBRBERIIELESHR, EBEEERMITI
648~978 LE LK KB TH -7z, TN HEBITIT
FB7Z Mb R 6 1, Eiqf'iﬁ’ﬁﬁ??fiz MbED» S
LHOBMEE L HETE D, RAIET Mb it
b DR (BERFED ) &5 RME Mb DA RHE &
NKRHIHEHAFER L HLE T2 &, BIEN 45
DA, TNEN5078, 1588, 778, 2984t
L T#%136488, 4578, 2688, 978 TH - 7=,
IS D{HEIZS % Mb DA SRR Mb #l)
ENKEELZRICANRE T 28,55 L BhiNLS,

S GEIEZERTDI8~25 8 i34 B A A DL
DEIHI0E»LEET 2 LHBNDRKETH 5.
72720, ZTOREIE Mb LD ASTEHBL 22
ELTHEHLZZLDTH D, FELIZ, BHLEH
EERFICIHEE TS 3 v ZiIck>TMbIZE
BHE»LLWMMTEEHEITEY, ZOMbES
ZL5IC LUBICBITLEBRDRESRIZIZ S H
IS nWZ EHHAIE NS,
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BHEDAR—YTIL, EHENSZWEBbND
LOTHBREBEENZWZ AR NI,
MR bFu7 4 —ETIREEMSTAEE(L )

30

204

(m) W & 3 3 H &

10

4 Duchenne I 4Fl L R EHHER
(18)

1%x10%

3

(m) W & = 30 M &
X
Q

1x10+

tl:l ]

12 DMD TR L £\, & ICEEE (BR) T
%<, EMHIBFNALDOTRI L7, BEET
X, BrUBE{BFELTEN, ZORBHEIK
TP L TUTLEAERI REIN TR LEZ L
5.

SRR (B ¢, DMD &L H 3L A
v, ZNIIBBICHIHETORET 3 FENTK
BEIIRBLTWS EBbils,

DMD FEHITIHEE AT IC B W TlLiF Mb o k-
APALNED, ZOBENHEIIMbELNEHL
721 HGMEEIZI~4 8THD, BEADNEL
WiEE) (BEBEE) A4S, RETIIESH
Fick > TMbAIMHBICHEBLE WD &295F 2
2% (-

% Mb OESE{H & HABENBER T, BiE
FHEEIC, BEFMEICENTNUNEBERETEY,
FBREFIOKER 7oy P L TUIIITERO MR
1E- 72,

ZOERETEERB L LFED 5o 5 LE
e, SHBEINEFNITBITS Mb AR, Ui,

EMEH, BEREER
At onEE
RIERE

L3323

oy h—
DMD o EBAHE

crOROC @

1 ] 'D
1x10 1x10?

1x10°

1%10* 1x10°

mAMbOBEE ( 19/4l)
5 miE Mb DEEE & HEE R HRE
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iR CAEEEORBMEBR LW, F2, Z
DEMRIC L > T, FEOHAEEFICE T2 BEG
BOKLZOFEMb DEESE» HRKD B Z LH
T&5,

= -

RIA THRIEL 72 3 Mb DEE)- 8 —> 5 5,
BPA o7 —ELE, BMEEHR EESEH
BHEDEEI AreF—, LHHEE, LoLUICRE
A& DMDEBIAFREL &2 BT 248 % H Mb
B LHHIER % Roberts 5NFTER2HAWTH
HUL7z, 72, OFEMbOBREEYLGHERS
KHBzHNEBREFERL 72,

BHHEOKB, RBICH T HEGHEBERR, #
NENITDOWT MboEE, KH, LEEFHE
BIEREBLBbN S,

X R
1) SHFEIK, ISEME, S8 B, 13 0L
FRE—ZOWRIEE Y S HRUL. 1A TuY
> (& - BRW). BAERK, 38524, 1980.

2) Miyoshi, K., Saito, S., Kawai, H., et al.:
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3)

4)

5)

6)

7

Radioimmunoassay for human myoglobin -
methods and results in patients with skeletal
muscle or myocardial disorders. J. Lab. Clin.
Med., 92 © 341, 1978.

M OIE: BMLOHBEECBITIMEI Aoy
> DEREHIER) < — >, WEES, 37240,
1981,

SHEZ HBIPA I 74 —EEZPLETEE
BiA vF—icBliisnh iAo g H©
EIBEE, 37 : 448, 1981,

RIZ IE: EBMEGE, EEMESROMLEL SV
KRB I AT NEH/ Y — Ll F
T rRERETIHENF vy JDORA.
EE%, 37511, 1981,

Roberts, R., Henry, P.D. & Sobel, B.E. : An
improved basis for enzymatic estimation of
infarct size. Circulation, 52 : 743, 1975.
JISEME, B9 B, SHX, 130 S04
AL/ Trvre4ickd A 70 rn
turnover, BAH - HP X P07 4 —ENFHRK
ICBEY B ERIREYIFTR 55 —HE(Z47HE), FBFIS54F
EWRHEE, 1981, p.220.



32) HIcBITF B 7 VvTF AGH

BMARES 23— M X B31-WCEBIIVTF 26D
1-“CHEZSHY LV aL > DRESE

= ¥ o k*
Wrzets i 2 ¥ B B X M LoF+ M OB & F
7 M B+« & |} £ E* & ¥ xw
H & x = B O ETbFr = B 5 Kk
[+ S s extract) % w7z,

B EICHGE (Z8F5) V99 I ABEEHTFIC crea-
tine fC X & & L T creatine-glycine pathway
NHHILEREBL, BHPAIR 74 —ETIZZ
DB D creatinase M kinetics R H TH 5 &
DEEERELZ. L2L, ZRLOEEITHD
crude material # AV>C, EERERYNORIEEL
BEEBICE -T2 20T, WHTHEHEELT
1-4“CEBIVTF2AVWTINE THORMK
RHERTOIMREED TS,

MEEEDOAFRHEICBWTIE, 1-“CER 7V
TFE2FHE LT, NI pseudomonas 7» 5
2 72¥5% creatinase® (pseudomonas creatinase)
FRIGEY, 1-UCHNLaniEES NS KK
ZORL 729, SENG, BERERIE LTABBHZ S
ey FEBBRES 22— F2HWTZ 2K
e~ 3,

B HiE

ANERBET Y PEBHERBE L. ABE
BRI EIRERIC 2 12 2 EB E T—50CICHE, &
FLTRY, Fi:, SRIBIBEEMRECZ b7z /F
FELICAWE, Ty FHIZRERL, BREDNT
BHZELICERICHL 2. ERICIIB»HEY
RIESBETTEIRIEREL, N ITHEUL A
%, 3Z&FN50mM BEEREREW pH7.2% M 2, poly-
tron PT 10 homogenizer ThEZ F+ A4 XL,
600X g TLOZ M ELEIL L T 2 72 L% (muscle

* PRI TRARARA
* *x EBRYEPBE—AR

Muscle extract 0.2~0.4mlic*C-1-7 v T
F> (NEN #:#) 2in2, HEEAROREET
1.0ml& L, 37C60534 > Xa~—FL7A, f1%
2~— PETI%, 65CISZDMATREEFLEL
72, Ff:, I IFR—NNERELTHLLLD
65°C 1547 1M%4 L 72 muscle extract % FEAgIC A >~
¥a2~_—F L7,

4 Xa— TR LBED20ul 2N HYT
NHERBRICDIT, 7= /—n K, 75:25N%HE
RCIMBEALZ@E e~ 7 74). &
5z —ERKRIKIZ20p]l 2 WHKIC DO, 7TF /S —
JU - BEEE : K, 120 : 30 1 500 EER TR _ET24
ErRIRRL 2 (@7 u~brT574).

BT HOWEIRE CERIZEERL 2%, K’
Epb7ay 2 T2.5~5.0mEARBTHYILTE
NENRBEFICBL, KREMZ THC-HEEEZ
ML, ACS-II > FL—F—%mz, “C-H4-
&M # Packerd Liquid Scintilation counter T&t
BLiz, Z2u=ebrI74c8059nayrron
MEIERSEEY L2 EMZT, =~ FY
vRIBTRIEL 72, £72, ERNER % pseudo-
creatinase Z v TiTv, ZTOREME%

reference standard & L 7=,

monas

= BR B i
ABHEB (3B tro774):
licEirEy 23— EHL EFIC L 580
WERL 7z, MsicBoETEES, BREicEa2 5
DR FIRT. MNERIZ muscleextract Z £ D
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10000

1000

14¢ - radioactivity (counts/4 min )
8

400p e~

300+

g

§

14¢ - radioactivity (counts/4 min)

5
(cm)

E1

5
(cm)

AFRBREZ 22— MICkBHC-7Lv 7

FrpbNDUC-H LT DEELE,
KENZH» Z F N8RS, =~k FY) U RIE
THNLIL U DEBIALDLNG,

AW EBRB, BMIL heat inactivated
muscle extract *x AW/l ar o —LETH
5, UC-BHBEENHEBR LNAGHEEUC- 7L T
Frnb— 7 TH b+ T superimpose L TH 5,
XA S B D LR activity % & 5 726
BEEEEZlog THEHL L, MAIZIEHR D linear
scale TELLZ2LNDTH 3.

HicadTEKUC-2VvTF i Rf 0.50ic=F
Bb—27E L TAaLN, Rf0.381CAH L T/HE
BE—I7HEHLND, RE0.IBOE— 73 F LT
L= e PV CRIGHONMEERLTHY,
D pseudomonas creatinase & { > ¥ 2-X— }
L72UWC-Z Vv T7F BT ZnfgEic—7
PRDBIEPSYNALCTHBEEZLNLS.,

BEHEEE LT, £n92.6%5™MC-7 Vv 7T
FTH), THITHLTHC-H L id2.6%
Tholz, %8, Rf 0. MYHEIC—D2DMC-IEE
D —IHBHLNZD, ZNF7vTF=
TH B AEEHEL R, TOEPFTOEMIZER &K
MTIT LA EEDZWDT, muscle homogenate
DEYFHEERIETTHLDOTR L WEEZ L
ns,

2 (3R AR RERTRRIC 2 5 L2 FTEE L AT R
BISDOWTAT» 22 EBROBRE (RJAIIR1 LEL,
LToRLER) TH5,

2iI2BWTC, H“C-2v T Frizetknsr.l
%, Rf0.38FHETH LI L > ERIEE N SERALIC
2. 7% DBGFEMEDBH LN S,

Pt w2 AW Ba i EaMhEicBH L 2%
WEHEENE— 27 (#8.2%) »EHL, it
XtER ) heat inactivated muscle extract Ti3E2&
L, TORFAFBEERRI»SEFEIZE7 5
A7 A 7VTFTHB I EHHEEIN, B mus-
cle extract FD 7LV T F X+ —ic k> Tk
LzdntBbisd, FARHNBEICRRINE—
AL\ DL ATP £ BE A L
TLE>TWRaHTHBEBbNE, H“C-7V
TF=r e HEENHERICODWTIIEREE 2
PO NEBTKRELEIBSLNT, BINER
EEIRTH 5.

SvtEh (¥BIATbSFT74) !

3Ty P OTEBERACZEROREAEL T
3. 7 b ETH W72 homogenate ? Ei%130.2
mlTHN, ABFTHO.dmlicxtL Tk w,
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800r 1
10000 1 1
7000

§

300

~

o

=3
T

14c-radioactivity (counts/&min)

§

V4G - radioactivity  (counts/émin)

1oL A H i
o 0 B 9 0
(cm) (cm)

2 SEEEENEICZ bNIATERBRED 2
A— PR BUC-ZVvTFrrbnUC-
N DEHE,
KEMZRTIHAS R,

400r Pt

300
g
€
1000} v
i s
3
S

§ ~ 2000
>
& =
z 3
2 g
%100 b]
e i n

‘.3’ : £ o0r,
i
¥ s

S S
(cm) (cm)
M3 S5y FTESHREZ2R2—-MLBH4C-7

VT F U C- T L DEEE,
EEINHMIZE 1 =8,

IHRBRICBWTLHC-Z VT FYEBEE  macsiiae—-siabhne, kB, ZOX
12 RfO.55{FEIcH D (95.6%), Hai > B Bz WwTIiERf 0.5 L7 I /EICET 34
b s HEIEEIR0.3BHEICH D, 2.6%6TH- Bk %, ZVTPFrRE—232VvTF
7-. Heatinactivated 2> F B —AHTIRID Lo —27ndc@T N TWDL I EHELLND,

—181—



10000,

b
""’I

-
o

(=3
O

T

14C - radioactivity (counts/& min)
8

(cm)
B4 AZFBRBEREDP2R—tPiREBZUC-7L7T

FopLDUC-Y NIyt (K7 o
<7274 (BERBAW) 12k 3).

72, Zv I OBRFHLHTH) Lrs, S
FHRFICZATEBERLD, YC-7x R 7%
JVTFrEBbNZE—I0ABLNE\, F0
HHIIBENE ZAB L5 TV,

BEIAZ T T 012 & RSN

B4 I AFRBDRE 22— 2 HWZZD
FEICL ZEEERL 2.

WK 7 0=t 727 4 TI224B8RT1233em F THk
B12 AT 27 VT F > ey al >y R
FThw, L»L, YC-2vT7F>nEniaic
HELTYLaL P Bbs “C-BEEED
E— 75 bz, BUHEEIR “C-2vTF>
96.1%, “C-HNa3>1.9%TH -7z,

x =
BAEANETRLZ2 L 512, A muscle extract
EUC-ZVvTF 600 MA X a—}+F3

L, MC-Z2VvTF oY NarofiBicEE
BEUEIRBIT T2 72— K, L Uhy
NBIEZ7a= 7T 7 4 THPSHL, THIHL
ATHDI LR, EREEY LI D=
t FY > K&, pseudomonas creatinase & 4 >
XaX—}FLR2BEDOUC-Z VT Fhsbnlk
HBEEDZ DI ~DHITES 20D L TH
rans.,

ZVTFrhroELdYasniiz6osE
DAY HF 2= g P TCRYOEEUC-2LT
FUBHEEN 2 ~3%THo72, ZD%ITHW
ZREZ 23— FEIAK0.4ml, Z < F£50.2ml
THHENT, v P TCREEFEVFZ L L
EIND,

A2 B TEBRICT > 250ERICBWTT
Zv  BRER I OKBERICLDEK I o b
774 @WEATY, REFIVH LI EBbR
5 UC-BHEEEIF UC- 2V T F > 87T 2
T &R

AERTR U LSS, AXSLUT v b
BBBRICIZVTForbYral s idmts
BRVFET DI EERTIHEEE 2 S, OB
F#EiZB % 5 < creatinase TH 2 & Bbh 2 b°, Bt
#1213 amidinotransferase # /42 = iz T
&Y, BET> TV ARZEAEENTIRICE-T
FERRL 72\,

FERICBITIRIERDERE VT F >8I
muscle extract FDERND 7 LT F > DA TH
D, THUIZTKHBED UC-7 v TF2m2 2
DTH5B, L7224 C-% /L2 P > o stoichio-
metry ¥ pseudomonas creatinase #3348 & LT
FHlFTHS, Lirl, ZofhETo LRk
BEEREENTFEZ TR TLINTH L L ED
ns,

N IR D B 18 55 IS creatinase & %
B2 ETHBUIHSHCR s e,

= o
FREE 2 & NI IXBEMIER IC 2 S 7 A BB
SUTy FEBIBHIZOWTEHEREY 22— F D600
g, EILLFEED, “YC-2v7F2f>%a
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~X—}L, YC-ZVTFbb HC-Na Lt
ET 5L 2L,

Z DE#E, FAEAEA

TELBRGPICZ VT I SR AR FE
T32ZEETTINENZD,

1

2)

X R

Miyoshi, K., Taira, A., et al: Presence of
creatinase and sarcosine dehydrogenase in
human skeletal muscle. Proposal for creatine
-urea pathway. Proc. Japan Acad., 56B 95,
1980. Abnormalities of creatinase in skeletal
muscle of patients with Duchenne muscular
dystrophy. Ibid, 56B : 99, 1980.
Sk, FROE, I BRI T 4 —
EBIEHICBIT 7L TF o RMORE, BEEE
"B R a7 —ENFHRICHET 5 EEKEIHT
72, (ZIFHE) PRFOSSEEM7emEE, 1981,

—183—

3)

4)

5)

p. 207,
Tsuru, D., et al: Creatinine decomposing
enzymes in pseudomonas putida. Agr. Biol.
Chem., 40 : 1011, 1976.

=R, BTRE, 1I» I HIcBTFR7VT
FoR#—1-MCERIVTF AT
FEORE—. BEYE THUA a7 4 —ED
SERERERE IS 2 ERARAYRTZE) (S HFHE)BRAN56
fEEFFFREEE, 1982, p.182,
K., Taira, A,

characteristics of creatinase-like activity in

Miyoshi, et al: Altered
skeletal muscles of muscular dystrophies.
Muscular Dystrophy, (edited by Ebashi, S.) ,
Japan Medical Research Foundation Publica-
tion No.18, University of Tokyo Press, 1982,
p.199.



33) WHNEEERDIRHICOWT

e B B Er

MEMHE B P B R
B # T e

Lz
miE CPK 1Eix, BHEIERR, LEEE, MK
IE, ZTOMEENHERETL EAVALNS.,
FLFRIZEFRETS 2 BEEEFRE T HEDT
AbiLs,

Iz, FEE, RELEDHWIZICEHRICHMLTE
CPK ENRFFED A bND Z L, T L TENIK
FEDLBFIC, TR L) LEEIRRIC, 72 8-
blocker D5 iIck > CL L NEFEE LD & %
#4 L, &% T Duchenne & i CPK {ED A
Il Ch&&RET 2 MR 5 & 3kic, MmEEFHL &
B, AR S DEBRIBEHOBBICERZ M
Z7zn,

ZZTiE, 5l &% &, EH A MmiE CPKENE)
ExEHL, SNiE CPKEL2RT “BEE" &

Duchenne B & D RRE #MEIL TABZ & & L7,

;1 &
nEERBEORETH %5, CPK, LDH,
GOT, GPT iz >WwWTix® ./ T X } #, aldolase iZ
DWTIREUVTFRE (WFnb<—) =
oA L3EBY) 2 Fvs, Chemtek R EHEISHTE: %

ERL TRIEL 7.

& 2
1. fn#g & mi®E CPK{& (% 1)
FEFERR £ &5 72233B I DWW T OLEIED
mi# CPK %, F&HICKEEL Tahz,
200ULLERIRL 2250 %2, BiETIR, ¥4
#.11.8%, 40~495%8f © 4.4%, LTI, ¥4
B .5.9%TH -7z,
72, TDOFHHEEA D &, BEHETIE, FEHE:
*RRAFERER 42—

N H%ET
ARH E T

#£1 Serum CPK activities

Male
Increase Average

Female
Increase Average

1294176 { 1/17(5.9%) 971225

Ages

Students| 10/85(11.8%)

Staffs

=29 [ 0/ 2 (0 %)
30—39 | 0/16 (0 %)
40—49 | 2/45 (4.4%)
50—59 [ 0/45 (0 %)
60— 0/ 8 (0 %)

56+t 4
68+21
84149
74£36
59+21

0/3 (0
0/1 (0
0/5 (0
0/6 (0

%) 65+ 9
%) 55

%) 40+ 9
%) 62430

129U, ~295% : 56U, 30~395% : 68U, 40~495% :
84U, 50~59p% : 74U, 60~ :59U, —K, &«
HicBwTi, TNFNITU, 65U, 55U, 40U,
62U R L 7=,

Liehi- TEERMEIE, FAEFRICIINZ T, 40~49
DB L S0~5RNLMICEHE L & B EEH A
Lz,

2. BRROBFRELEDOMERFME

Bin=7 vV > &imE aiic@REZkE £ ko
KIzBFRELETILIZOWT, FF600m2EiE S
&, £ D% L THMm L, CPK, aldolase,
LDH, GOT, #L T GPT » 5 ENEEFEME KR
7z (&2).

mi# CPK Tii, BRE37U, HE{E873U, F
191U, IEH ERREIAULLE% FE 2 Eix4641,
65.7%, 72200ULL LD {EERL 723513268,
37.1%THh -7z,

0% aldolase Tix, |{K{E2.3U, H&E14.3
U, ¥¥HE6.3U T, EX¥ LRE7.6U% LA 2%
121961, 27.1%Tdh - 72,

In# LDH T3, B{EE229U, K&EME729U, F
¥ME410U T, EH _ERIE500U # LE 2 #3114,
15.7%TH - 72,

¥ GOT Ti3, BIKELI3U, HESES6U, T
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fE27U T, IEH ERR(E42U % LEIZ2EIZ 185, 1.4
BTHo7z.

Mm% GPT T3, BIEMEIOU, HE(E6SU, ¥
{E18U ¢, IEH LIR{E36U # LEIZ&iZ 16, 1.4
%TH 72,

3. EHHEEOBFRFELEEMFE CPK ERFE
DMEBRE/ L —

(2) EEHNBEEOME CPK {H & fthoo MiER XA

2. L AL &M TOBFRELNLT, LMK
CPK 1 X io» M iEEERIGEHEIE L NEIEZ KD T
Az,

Aldolase Ti3, AEERD A EKEN LR% E
BloTwWwaEH24,2.9%, CPKDAH LAZRE
LTwvw5E5290, 41.4%, WEHX»LAL T3
EHLTH, 24.3%TH-72 (A1),

103.

[ ]
29%) 1769
(41.4%) | (24.3%)
22151 2 6l *
(31.4%) | (2.9%)
L ] [
o P .
# 3
bt . * 0.
o o ®ed Ces det? *
2‘) ° ® 3'3. ’.
%, 2022% .
LY vl "
\ .

Aldolase i&itf ——

M1 CPKi&l% & Aldolasei&E (male students)

103 -

wi | om
. (65.7%) | (0%)
235 11
‘ (32.9%) | (1.4%)
- o0
# P
2!
v $
[+ e® .
3} "'%. .
we
.Hm.ﬁ.. PN ) .
hd . i d 1
50
GPT i&itE—

2 CPKi&EM & GPTiEM: (male students)

LDH Tit, XEZENAVIEEEND LR %Z L
ST bEHI3IH,4.3%, CPK DA EAZRL
TV 259380, 54.3%, WEIFEALTWEE
H8 B, 11.4%THh -7z, )

GOT Ti3, AEBENAVIEEEN LR % LA
S TWVBEHNLH,1.4%,CPK DA LR EZRL
Twvs 2 %3468, 65.7%, WEHILERAL TW5E
2 1FLEHLNL o2,

GPT T3, ZE#ENADIERFEN LR % LA -
TWwa#Ei: 18, 1.4%, CPK A2 LA KL T
v 2 #3465, 65.7%, TEIFLEAEZRL TS
ZII1HLEBH LN h -2 (E2).

(b) BEEHEEZOEMBE CPK AFRIFENMER
Ez—r (%R3) '

2. LRI &BTHBFR¥ET, mECPKE
200U L R L 72 B 2 158EEFIIcHBL, 20
Fl—=#Hz 2T, aldolase, GOT, GPT o 3 B¢
FEFREL 2.

ZnfERI3, aldolase T, IEH _LERET.6U £ &
2 72EH 121, 80%, GOT Ti%, IEH EFR{E42U
B2 72EHT 2 B, 13%, GPT T, E¥ LRE
UM 2HIZ 1FLRBO LN Lo T2,

x E S
LI, BEEEOWED T, MK E 2 RRUE<T

V2 EINE R IC M E L ROICRAKRFEE

oz, B CPKEZRTEVHLEFET
B rEEHLE. FNGA, ERN EREZ94U
& BWgAIcld, BRI T4 T48.0%, 600
MIEE1053%D B FHETIT.9ONNERIZHA - 2
DT, —E200ULL L% BEEE & ), RIKFHT8
%, BURRPEEL20.8% L LT, TNEEEFE &
Hiz, -
%2 Serum enzyme activities after exercise
(male students)

Enzymes | Cases I{I;;\;:lr;asl Ranges | Average(S.D.)
CPK 70 94 37—873 | 191 (155)
Aldolase 70 7.6 §2.3—14.3 6.3 ( 2.4)
LDH 70 | 250—500 | 229—729 | 410 ( 89)
GOT 70 42 13-56 27 (7N
GPT 70 36 10—68 18 (8
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L2 L ik, HILKDBFHEETH40.2%?,
EFENRDBFEHEETIZT5.6%Y ICBREE»A LN
lEHEI N,

XDz, NREBEOERIE 2IRT, #IME M
2712233% 122\, KErH MK CPK {8 % £
AR SIT L CTBEL TALDY, F0OHERIZEL
AORTHEN T, 1R E DEHEIZ, BETIE
129, 56, 68, 84, 74, 59U NfEZRL, F72, &
HTH97, 65 55, 40, 62U &% -» T, BLWEHY
ELFEREFRITIE, WINLIEE ERMEM4ULL
TOEXRL Tz,

FLTCZNHFE, RILELBEIEEL T3
EATINDHEERE, 40~49m 0 B4R, 50~59
ROTERICEELR L 2HEAXD D, F2BHE
PEREELVEEL L 2ErERE N2, B,
RFFED 1PUCISTUDEEERL TV 2 EH*
Wiz, KRB 5 Duchenne & @ carrier i
EEI N,

TR, FERTHEXRL TRIZP»THS
2, RNEVIREIEHMICH DI Z iz, B
Bz LIEFL TW 2B DY, RERICREEIN
2, BEHSEERTFDL T -EBHEL W,

L2»L, CPK2#oHE L2 sarcoplasmic
enzyme DI D513 Duchenne B & (34527 )
Ao Twa E5ic8bins, 2% D Duchenne
YT preclinical stage Td, CPK, aldolase,
LDH o 3 BEFRDEHAEIZIZIZEITL T LA A
LidY, FBMERTHO DR+ ERREL
LRETLIDERRETH-729, Zhicrtl,
600mIEFEH#NDFEEN G B, CPK X LAEEZREL 72
#65.7%Iz34 L T, aldolase #* 8 L 7231327.2
% (E 1), LDH i315.7%, GOT i31.4%, GPT
131.4% £1&< ([ 2), CPK &dtic FR%EEL 72
ENYW L L TATYH, aldolase #17% (X 1),
LDH 8%, GOT 0%, GPT 0% (H2) &% -
Tz, Bic, G§iiE CPK B2 AT 2 L4
ZRICHIM L, ZoOBERMEZFA~/z5Y aldolase
1%80%, GOT 13%, GPT 0%ic EH A 517
ICBE -7 (F3),

L > TCZDEER»LAB L, FEEIZALN
L EmiE CPK {E% b 72 &5 $#4##(2, Duchenne &Y

# 3 Serum enzyme activities after exercise
(male students)

CPK | Aldolase GOT GPT

(94) (7.6) (42) (36)
T.K.| 333 9.6 37 30
U.T.| 660 12.6 43 21
Y.H. | 230 6.0 20 12
K.U. | 418 10.0 31 20
T.T.| 349 9.8 38 21
U.M. |1580 18.3 60 21
M.K.| 208 6.2 24 12
N.M. | 237 (15/15){ 8.3 (12/15)| 28 (2/15)| 15 (0/15)
W.K.| 510 100% | 8.5 80% | 32 13%| 16 0%
M.H. | 251 3.9 29 12
K.H.| 416 10.0 34 18
S.H.| 270 9.1 27 17
H.T.| 490 1.3 36 19
1.R.| 701 10.6 33 12
K.Y.| 873 14.3 32 18

&y, BEPRABMERREL L2 EADEL >TSS
E2icBbind,. L LFERIIBEARTH LES
BEBEE T, MiE CPKENAICELAIE»N
THEINTWEINT, TORDRRIZHALH»T
{27V, 2 T Duchenne BENHRAICL Z ) Lk
D UBEE NS — ERTEES N, L
v,

B bhIC
1. NREWPG 2T T, i CPKEZHIEL T
A5t PEBLEEHBICEEL & 2EEH»E
R iz, L LK % B\ S4EE OFHE,
WTENLIER EREMUZ TH- 72,
2. ZNEE, CPK, aldolase, LDH, GOT, GPT
DEONBEROMEBEEMELZAET I LiIcE»
THELNLEBEE /Y — i3, Duchenne B & L B
EHREPRRABRREL LR L > T,
3. BMmiE CPKIEXRTHE*RRT“RESE" &
RTREHLE»IL, TOBEBILBTHTH S
2T, BENRETIIZIIC “BRAATE" o
BAZBELTBLARETRE»S 9 »,
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HWEER, @hRX, FREF, ARBET,
HHEATF | HABEORBEBICOWT, BEE
# B R b7 —EORERTFICET S
R, (S1FH) BHS6EEMARE S,
1982, p.191—195,

sEER, WKEET | KEEDFRBERRE L
el - H¥Eod ) F—BMENKRERAL L
BLT—.
REMA, WY F, KEFRET, FHEN
BEIZALNZME VT F> - ¥ —EEE
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BAEEFH, 3024 :45—50, 1982,

4)

5)

OEEICMT 2. B1R2ETE - BEXRE
REEMRESRE, BHSTETH, &,
HEER, FRAR, ARRH, BRI,
hERt, BA%RT, BEIIRR HIRALe7
4 —fEizA 515 5 LDH Isozyme AR EH N
Fok, BILFE LR, 7 1 161—166,
1967.

HEER, ARRE, EhRk, IR, &
SVEM | PR T E OB AR I M HEETE,
ERPRMAESE, 17 : 506—512, 1977.



34) Duchenne 2 2 b 1 7 4 —REDKFHESE M
B X U H MERD E LIPS

EwhE W T &

(= b T et

Duchenne 24> 2 F v7 4 —fE (DMD) o8
Wi, MmiE creatine kinase (CK) »s#imL
TWB I EPFHRIITH S5, R—MmiEL ) CK
& pyruvate kinase (PK) # & b icHlzE T 5 & 48
BILT#mL T3, Z oIBR8
{3 DMD DfREETLEH LSV, DMD A& T
IEENIE Z N b BRI ME TE W EE S
N, RABTIIHEZVOLFETEICL 2205
TERROICHDREZRTEIIL 2w, Zhbn
Z LiZDMD IicBWTi, WEEOMFICEBITS
BB NEREREBICEITLTEBI > TS
LETRTZINDELHEZ LN, REFNZ L %
FZBE, T onEEEOLTREMIZ DMD 2
T2HNEEREMELIZLT UL EHEICEEL
RHRBTIRZWELEZLNS, Tabb, HD
JRZITHAT L 72 DMD D RS RE B L 723
RTHBHLLHN AN, :

—7, BIZEDEETH D DMD iIcB W TI3EE
IREYZLAFRI TS e AR D 2 WIZAEIRIC L B ERY
TREVFDZHREERTTEZ LD, B,
DMD oFRrmER, BHIMERD 5 W IZFMEFEMILICE
WTLREDHREIDZH, BRILL (%L,
LEEEINTRFTLREZ LWL S ICBbNS,
L&»L, Thenffgiz, DMD 3543 TI2iRiY
LD d B EEG LT, MENBRTILT
T%<, MBOHMEN ETLXR L nEbFa%
HBRETICIZE L T 3,

PUbnZ &0 6, F43E13 DMD BEDEEE R
MRAMEZEHRES, SRABMMOD Y > R (WIEEK) B U

* El I ARIRAR R AT RPRE AR
* ok MK E S BB RS 14

& HR*

%tt

FBHRERNDCK EPKE L FATP+AMP < 2
ADP &5 % 43 % adenylate kinase (AK)
DEEFRIE L THEREE S L 72,

MRE & UFE

PRHESF M2 DMD 2% (5 A) B X U mREE

(REE3IAN, TAPALIAN WFRLERAETF)
L NERLAER LD EREICL > TR, i
AW/ R HESF LI §-XT 3 @ B 7 subculture
Tfullsheets Ic% 572 L DT, HLFELRIKL 4 H
HObDZRAW, £R8KT 3 A HICHEEL
THEIEIC L - TR 72, ) > <BREB & U ERIER
i DMD 2% (6 N) BIUR—EBEBFTH
—HEERIC ABEH > DMD DA D i BB 6
AR D)oK & Y, V> 2%8k% Ficoll-Paque
ETHREIRL 2214, & 612 3 % Dextran & THERIER
ZIRERL 72, SRAHMLIZ DMD 85 L UNEEL Y
TRTCEA, FRERICIRLL, FD%OBRMERHE
EDEBEIC (REIC) 1T-72. &SHIEEEIIHREUL
BRAEZ T—-80CITEFL 2. HAIERIZ25mM
Tris-HCI (pH7.5) o> T10% [ 3 B8 &AL
L7z, EHBEIX Lowry & CHIZEL 2. HliEL 2
78 B % X coupled enzyme ik ic & D37CT
NADH & % \» % NADP " %51t #340nm T 52 4%
FHCERERL 2. HISHOMER S BKRBEII TR
ML TH-7:. PK; 74mM Tris-HCl (pH7.4),
7.4mM MgCl,, 0.74mM EGTA-Na, 0.74mM
phosphoenolpyruvate, 1.56mM ADP, 0.16mM
NADH, LDH=1.2U/ml], cellhomogenate (30
—60ug HEHE). AKD 2 ADP - ATP+AMP
FENDFIEIX100mM Tris-HCI (pH7.5), 10mM
Mg-acetate, 20mM glucose, 2.5mM ADP, 0.7
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#+ 1 Patients used to leukocyte studies

Age Sex Clinical diagnosis Serum CK*

Contol

1. 13 M Dystonia 19 U

2. 7 M Spinal muscular atrophy 19

3. 16 M Congenital myopathy 39 .

4. 8 M Spinal muscular atrophy 20 o

5. 5 M Congenital myopathy 198 -

6. 11 M Congenital myopathy 141
Duchenne dystrophy

1. 10 M 550

2. 14 M 261

3. 9 M 352

4. 12 M 333

5. 13 M 231

6. 10 M 1176

* Normal range of serum creatine kinase; 0 - 25 U

mM NADP, hexokinase=1.2U/ml, G- 6
PDH=2.5U/ml, AK ®» ATP+AMP — 2 ADP
DFHEDBPIETIE, 67mM Tris-HCl (pH7.4),
6.7mM MgCl,, 0.67mM EGTA-Na, 0.7mM
ATP, 0.7mM phosphoenolpyruvate, 0.15mM
NADH, PK=1.2U/ml, LDH=1.2U/ml T®i&
% (Mg-ATPase) % 528k L, ZHREHIZ0.7mM
AMP #inz TEE KL, 2k ) Mg-ATP
ase DIEEEZ EF W72, CK D#ll%E Iz 3 Boehrin-
ger it CK-NAC BN X v F 2 AW, ZOH|
X v Mcid+4 % AK DBERIAA > TWwWT,
AEBROTRIC BT S AKI35ELIc 7oy 7 &
Nz 22D,

= £

LERFETHEL -HEBEROEEAEIIFR2, 3
BIU4 IR Lz, BRUESEMRR, Yook XU
FRFR & LIS PK DEEIRLEL, CKnESE
BYTHoMIEEETL PKD2—4%IcBSH
o7z, AKOBEERWIROMBEICBWTY
PK DH#JISRIZETH - 72,

DMD &xtHREE & 2 B L 72354, VU ERE
FRERICH T2 AKOTEHEIRIE, REE LIS

DMD TE{EZ R L7z (W3 i P <0.05), V>
2R & FERIERO) PK &ML DMD TE WA %
RL72 (P<0.1), HMEFMIBICB VT AK B
S UPKWIFNLDMD TEH WM ZEH -
(P<0.1). CKizWw¥FhoMiEEcsWwTd
DMD & 3 iE & D T A H » 72, Mg-ATP
ase DG L MMEF ML L ) > o ERTRIEL 72
#DMD & iFREE L DRIcZEL2 BD A - 72,

e %=

BERL 722k 9ic, DMD B LU ZDHEEETY
MmiFTi: CK & PKIZAEBAL T#imL Tvw 212,
AK |32 DMD D fiiETE WIS D - 72H%, [F—In
HTCK & AKIZMEEL Twilh-722, &2 5
T CK i3 phosphocreatine & ADP, PK i phos-
phoenolpyruvate & ADP #3E & L -EBETH
N, MERELICATP LN EZRALX—D) >
BREAKREERLLTWT, LI ATP DL

(H DV ITHHE) ICHEEEE L 2R TH D HIT
HLHTEBLTRWETII kWit Bbin s,
ZOWEERYFHBEIL T DMD R #IRIE D, H3
WIRARRBETLHEML TV Z &3, BEHICS
7% ATP D, (H 2 VI EE) IcESMEL 2
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#+& 2 Enzyme activities in fibroblasts from patients with Duchenne
dystrophy and controls

DMD(n=5) Controls(n=4)
Creatine kinase 21.5+ 21.5 19.0+ 9.3
Pyruvate kinase . 726.9+231.8  442.2% 220.9 ( p< 0.1 )*
Adenylate kinase
2 ADP — ATP + AMP 92.8+ 19.1 70.9+ 13.3 ( p< 0.1 )*
ATP + AMP —2 ADP 174.2% 24.1  146.3 15.0 ( p< 0.1 )*
Mg~ATPase 33.9+ 9.4 31.6 6.0

Enzyme activities; mpmoles/min/mg.protein at 37°¢
* t-test

# 3 Enzyme activities in lymphocytes from patients with Duchenne
dystrophy and controls

DMD(n=6) Controls(n=6)
Creatine kinase 26.4 = 2,9 22.4 + 4.9
Pyruvate kinase 1206.4 £123.5 1059.5 £152.6 ( p< 0.1 )*
Adenylate kinase
2 ADP—ATP + AMP 182.2 + 11.7 164.5 + 6.9 ( p<0.05)*
ATP + AMP—2 ADP 375.1 + 18.2 349.0 £ 21.6 ( p<0.05)*
Mg-ATPase 52.2 + 4.8 55.9 £ 10.4

Enzyme activities; mpmoles/min/mg.protein at 37°C
¥t-test

#& 4 Enzyme activities in granulocytes from patients with Duchenne
dystrophy and controls

DMD(n=6) Controls(n=5)
Creatine kinase 29.9 1 3.1 29.6 1.8
Pyruvate kinase 1015.9 £ 228.9 644.9 % 360.4 (p< 0.1 )*

Adenylate kinase .
2 ADP —=ATP + AMP 152.2 + 14.7 127.8 + 20.4 (p<0.05)%*

"*"Enzyme activities;mt4moles/min/mg.protein at 37°C
*t-test
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RELDMD DBEREH L RE LBERIDEZZ i
TBEITHRKRLTWERbNSE, DMD THHEDNEE
R MBITHEML T BESPEBIIR by
TS, BT C% { AnEkTH MmN
DEERDBUBICIZHIRAN D ATP »Btgs»H 5 =
XTI N T 3390

FAICDFERTIZ, Y >8R, BRBRE & UM
FHMPPDO T HICBWT Y CK DiftEld PK &
HD2—4RBICTELholz, ZHZEIFINS
DL TIZ CK 3BT L EBELHSIIL T
TWwZ EERLTWR ELFZL0LE, CKizw
THoHREICEWT L DMD MR EnMicE
2RO LU o l2dt, BEEENE» -2 PK & AK
DIEHER, WThoEiEiicBT, DMD T
WA RLAE, ZHZ L DMDIICBWTIRE
MBLUNDZ NS DMIIZEWTH ATP DEE
(:48) HDVIIBEICMALPDORE? DY,
CK 2w bnfilaTii PK & AK niEE
Kb T3 ELEZLND,

Lo LEGED S EIDFERIT ) > 73K & FRIERD
AK DEEIZHETFERICERETH 27225, I
LD PK 8 & URHESFMEla AK & PK
{22 Tl DMD T& W drmE (P <0.1) 27RL 72

I2EEz%NT,

SHICEREER TR T

WE¥HDEBbLS,

1)

2)

3)

4)
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35) MR BIC BT 5 HILER proteolytic enzymes

DFRE
% OBE O g
et & A K =5 OBR* B B F|HAER*
[F SR R A bin, 40tmoles, pH3.2¢ NaCl-Citrate- HCI #2%

AR BEL L UCBRE 79T 7T —IiconT
DIFEIT SREBILEICBWTIThIL TV 525,
HMEBGERICBWTIRBAYITLON T

VA516,9%12)

XRE L UFHE

R iZIEH A208), Duchenne Z¢#HT X F a7
4 —ETH, BEREHCAIe 74 —EIF, £
FEHE R 5B, FERFEM I A¥F— 76, Guillain-
Barré FEfEEE 3 6l, K =2 —v 35— 5§, EIE
HESIIELISHIT H - 72,

MiEiz EDTA # & A72F 2 — 7 TiTvy, HiX
LB X CERIER O 4 B I Boyum?® DRI
BV E S RoPAN

EDTA # ZA M #0.85% &HEsk (1 1 2
V/V) THIRL, 225 ml% 3 ml® Ficoll-
Conray #EICEJE, 4008, 305[HELL, B
B2 $REL, 0.85% FiE/KT 2 EPeiE L 72, FERIER
13 5% dextran ¥ & B4 L, 4002, 105FZEIK,
0.85% EIE/K THIR, EIL, HFRL LT, ]
BIERZIRELL 72, 2o Bikiilads L OSRRiERI
0.01% Triton-X 0.5ml 2 & ¢, sonication
ATV, BERWEIEHL 2.

hiES L UEE T e T T —2EERIEL Serra
LW nEHEIC L > TIT- 72,

FE7 a7 7 —EiEHEIR0.1m] BEEAE, 2.5mg
7> denatured hemoglobin, 31gmoles @ pH7.67
Tris-HClI & TIiTVv, BE7 277 —iEHE

132 0.1ml B¥% #, 5mg ? denatured hemoglo-

* AN K FEF R PEAR

#iZ & - TAT » 72, Incubation i237°C, 60547
v, 5% FY) 7 v lBEERE 2ml IR B 2 &I
&N R EEE &, 1,000g, 200 %k, %
# B 0.5M Carbonate-bicarbonate #2 18 #X

(pPH :10.5) # 2 mlfmz, 1057KiE#%, 0.5ml
Folin-Ciocalteau # # 0z, 1 BT L-tyro-
sine #¥E# L L, 750nm DEETHRIEL 72, &H
BT Lowry ¥ iIc X D RiEL 72,

& 8 (*1)

IEHE ANOHZMIEE L U EROPHE7T T 7
—iEMEIX0.226+0.0558 & 1°2.118+0.379, &
W7o T 7 —RiEEIR, FNEFN1.55640.2938
FU1.44720.349TH - 72,

Duchenne &%h 2 2 b @ 7 4 —fE T2 FERIERD
B L UBE T o T T —iEEA1.323+0.179
B £ 160.863+0. 151 L{E T A A L7z, BESEMER
PR a7 4 —EZBEEHIROBRE T 0T T —&
TEPEDT1.254+0.348 L KT L Tz, ERERT
X BRI RET7 v 77— 570.475+0.204 &
LR, BiZ#ilas L UCERBROBRE 79T T+
HEHEA1.24640.16035 & UF1.094+0.167 & (£ T 2
RLTWiz, HEBENIETIE, 52525
7z, I A,%F—, Guillain-Barré FEMEFB L U
R =mz2—aF—TIEREIrALN o7z,

% =
—fxiz, PSS L UBRET 2T T —+I3 anti-
gen-antibody complexes Z*EMERIC & » TRE
ENDBFICHTWEND &, HBOBENARL S
F, )RR BWTEELEE 2R T
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#+z 1 Neutral and acid protease activities

protease

Granulocytes

Acid protease

Mononucl cell

Granulocytes

Neutral

No Mononucl cell

Control 20 | 0.226 + 0.055
Duchenne type 7 [0.188 £ 0.053
Myotonic dystrophy| 9 | 0.212 £ 0.072
Polymyositis 5 |0.475+ 0,204
Myopathy 7 |0.224 £ 0.063
Guillain-Barré 3 |0.206 = 0.083
Polyneuropathy 5 10.235 + 0.061
Myasthenia gravis |15 | 0.247 £ 0.099

2.118 £ 0.379
1.323 + 0,179
2.019 £ 0.260
1.839 = 0.294
1.772 = 0,317
2.440 = 0.296
1.761 £ 0. 456
1.820 + 0,400

1.556 + 0.293
1.333 £ 0.183
1.254 + 0,348
1.246 £ 0,160
1.423 + 0,312
1.310 £ 0. 181
1.613 + 0.286
1.421 £ 0,259

1.447 + 0,349
0.863 4 0.151
1.256 + 0.169
1.094 & 0,167
1.271 £ 0.390
1.795 £ 0.505
1.215 £ 0.215
1.166 = 0.264

u moles of amino group released/mg of protein/h

EDHEEEN TS,

HiZzfian 7 2 77—+ 2B L CTid Duchenne
MH A7 4 —ERLI A F—IZBWTIZE
EHrALNT, BREHCA e 7 —EB LU
SERBRICBWTEEIALNL, €KLY, B
BHEFHCA M7 4 —ERERGRICBITHE
EHRFEICOWTHEIH NI, T LER
BB 7 T T —EEENOREIZR
BB EOBEICBWTHEEY D), BEiC
BMEITDLEI DL LEZ D,

15, BRIBRO lysosomal enzymes (2B L Tid
#E < immune complexes DA X L BFEHA H 3
L DAEHTD BV |

Duchenne P 2 b7 4 —ES LU ERY
ROFFREIRT7T 2 T 7 —LEENREIALNIZZ
L, INLEBOBEICHNT 2 IEMEOME L
LB ME L RICREIT A LENDH D &
25,

X [73

1) Baehner, R. L., M. J. Karnovsky & M. L.
Karnovsky : Degranulation of leukocytes in
chronic granulomatous disease. J. Clin.
Invest., 48 : 187—192, 1969,

2) Boyum, A.:Isolation of leucocytes from
human blood. Further observations. Methylce-
llulose, dextran, and ficoll as erythocyte-
aggregating agents. Scand. J. Clin. Lab.

Invest., 21 (Suppl 97) : 31—50, 1968 a.
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36) W& T DIBE ) VYV — 2 F F— 1k

VA= aah 4

K M

R E B

T oI

BPA a7 4 —EICBITAHS o7 DEE
i EN 7 v T 7T —EHBRERENICENV-TW 5 &
#EZ L3V, BHRIZMIBA S > 7 D5
THOGHIZEEEZRL TwB ) YV —2DFF—
NWNEAT T BE, FRLIINTIREEST S
—n7aeF7T—A e Z— (TP DFEL >3
7 BB~ ENLT, BEFHLI,ICTEILE
ZHBEL TS, 40, PRI 74— 4
2 —BRBICBITR ) VY —LBREEL
TPl #REL 72, iz, AT 7 & TPIEHR
7 A O#IE% Plasmocid myopathy % BT
BEL 7.

2] &

A ra74—~LZX2—(BIO4.6) & T D
xR E (F,B) IX18:8&n b D% fERA L /2. Plas-
mocid IFEMNMHEL> F—DAEEE L D EEL
THWZ,0.5%ERBEZEET v L DV LHEFIC
EHLZ, 70~F% 3 FIZERICERSY,
100g/1008{KE # 1 B 2 BIEERN&ZESE L 7.
TPlLiZFHREL R — F N10000X &, 204:%.0 |k
HEAWT, 1on@anEsg, Kb NHE?
THRIEL?., #TF7>B&L, #77+>C,
B-Tnra=F—x, BB7 + A7 7 ¥ —EEHEZ
BREZCARA—F ZHW, Suc-Tyr-Met-8-
naphtylamide & F\W 7B 5L D HEY, Gly-Arg
- - naphthylamide # A V> T Barrett /7 &9,
Koldovsky® & UfIgarashi® 6L F &I L - T
ENZTRREL 72,

*BHEXFEFPHRABNRILSE

I

B g B+
b= g

B RA b7 44— LRZ—18BENHKER 2 5H
BB 28E) VYV —LnBEEEKE L TPIE
BHHIRLUICSTRINTS, BHPALe 74 —8
TlIXRBEMIckL, AT 7 B&L, g-7
7 a=F—nEENEE EAIED LN B,
LYYV —2DBERTHEHT7TL > CRUE
T A RT 7 —XOEEEMIE L. REYE TPI
34T 73BN R EFATL THEML Twe,
PRI 7 4—BHIcBIT5 ) VYV —anfEEREHE
DiEER, TPI O¥» &N & 5 LBEIcED
K % FAXRDB 2, Plasmocid o & 2 5EBHAY 2
FoeF—2{FERAL 72, Plasmocid E511%, BEHS
DFEEZREA DL L Bl & Ik BB
Ao, HEIDBBETaTT — LN
FBEFARBZDIZBWVETNTH S, Plasmocid
BREEDBBREN) VY — ADZIEOBEFTKIEME L
TPl NDEE # B> 2RI ELICREINT 5,
AT 7> B&LiGHIIHY B OBREINE, &
BEIZERL, 3HEICH 7THEDOEEEA?ED S
n, T0RIFELSLTWL, ZoRMZERIZEE S
NI DEBEDETE L —BHLTWB?, PR
a7 —EERR - o= —idiEE
DL ER BN, BT AR T 7 I—X, AT
> COFEEMMIIFHRE TV, TPLIZHW2 ~ 35
DIEEEMPBOLNSE, VYV — LDREEEER
DIEESIMOBREICIE 3 DO TR EZ S5,
FE1lix, HF 22 BORBAICE Y, HEMNYICEE
HEEIHEMTEILTHS, K1, Ml1oEK
NHFEBLT U/gtissue TH N, PA 274 — 4
2 —TI3FRZ > 727 BORPIIBHTH 2\,
- THE1DTEERIIRETE S, F21F, VYV
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#& 1 Activities of lysosomal hydrolases and TPI
in biceps femolis muscle from normal and
dystrophic hamsters

Enzymes Normal(A) Dystrophy (B) (B)/(A)
mU/g tissue
Cathepsin B § L 34.0:6.8 97.6230.2 2.9
B-Glucuronidase 9.1:4.2 49:9.9 5.4
Cathepsin C 274134 304:37 1.1
Acid phosphatase 758168 743160 1.0
TP1 144+39 539457 3.7
N=10

700
o—c Cathepsin B&L

o—e BR-Gurucuronidase

600 A—a Cathepsin C

s—a Acid phosphatase

500
o—a TPI

%% Activity

o 1 2 3 4 5
Day

1 Changes in activities of lysosomal hydro-
lases and TPI in soleus muscle after
injection of plasmocid.

V= ABRDEBOBEIMCE I AERETH Y,

FBIiliwrzu 77— (M) D> 6 nEBDE
BEL )YV —2BH»HZ 2THEETHS, £
nbiskic, VY V—2nBEREOMMEFb LY
EELEOTERE L H 255, TPI L FTLTHZ
T3 &, EHEEMcBRE»HEZ2IZZD

WEEHEAIENZ & 2REL TS, 8T, B30

TEHEEZRET L 120FEL LTHEELZ
Mg B &IEY ¥V V' — LBEREN, TPI 2 #IE
L, BEHHoZzn & B L2Z(R2). Mé 120.1
%7 a—4> %48 1MH3 BRHESGL, BEL
NEHI2DL DT, 0% TAMEENIICIE Mg & A
iz, WEENRE TR, #T7B&LE

X Mg DFEEBH L D ERBICE W, g-7
nzu=g—x, Z77r>CHIRIZ M/ B
BOEERIZBAL, BB7x 2775 —XiE Mg
& BB TEIENZEL %\, Plasmocid myo-
pathy Ciz, FE~D M¢ DERIZEL L N ED
LbNndd, 3HBICE—2I0ET 3. Hilfionss
HEEZ2UET I, M DEBEENEELZEHT
BELTHBDY, Plasmocid BBH T VYV —L4D
EBERIEENTE N 2BICaNsDIE, BELTE
M@ HD Y VY — LBEEFREENEE KBL T
W3 ELEZLNE, ZNLDFERIT, i, Plas-
mocid ic k2 BEGBhn AT 7L iE RN LR
PFEETZIDTIE v, KIS, FE20OHEEHE2
A~ 3 728, Plasmocid D4 & REgic, F>-9
ZEEAERMERTHB I 7a~x 2 F2ES5L
T, Y VYV — 2 DBEREN & TPI o fEin»sins] &
Nna»E 5 H»#5~72, Plasmocid %51 2 HEH
DRBHDIEEIRIICRENTW B, Plas-
mocid DG ICEINFRICER LT 72>~
B&LEMR U TPLIZS 7 a~% 3 2 FoORE
#’EI2kY, ToLEAISELICIFIEN TS,
€T, Plasmocid i2 & 285 Y V V' — L DEERIE
%, TPIDOERIIZ 27 8RE2NTHRIGTH
BRI NG, L L, RERCIT- 24
FHIRE T, BREGH~OMBREEBEL > 7 o~X
I FERELIVIPHIEN Tz, P 7a~F
S FRAT7OVEEN LR LS 7 D
EDBGEEFARDDICIZTFHELFERTH DT,
SEEEIZ Plasmocid TEREEI NI G V227 D
B|hs, vru~xi I FoRERSTHHIZIND
»E 9 2 SDS-PAGE T#EfL 72, Myosin HC,
LC1,LC 2 RV TN-T O3B EIEDH L L
7z (2),

x =
Plasmocid BB Ic BT Y VYV — 2 F 4 —
WEHR T 7 DEE EARREAAREE Y BN
BIETHYN, AT 7L HOBHS 737 liEg
Z~DBEEZ LW EBbN,, L, o
EEBIIAN D 5 Mg ICHER T 2 ThEMEL S W
W5, EDREDFEMED M ITMKFEL TV 2004
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#+ 2 Activities of lysosomal hydrolases and TPI
in macrophages

Enzymes Macrophages (A) Muscle(B) (A)/(B)
mU/mg

Cathepsin B § L 91 0.60 152

8-Glucuronidase 19.7 0.17 116

Cathepsin C 115 42 27

Acid phosphatase 79 8.6 9.2

TPI 31 1.6 19.3

%3 Effect of cycloheximide on induction of
cathepsin B & L and TPI in soleus muscle
of plasmocid-induced rats

Treatment Cathepsin B § L TPI
Control (6) 4716 120+11
Plasmocid (5) 295476 24062
Plasmocid + Cycloheximide (5) 46:14 1037

2 SDS gel electrophoretic pattern of myofibri-

llar proteins prepared from soleus muscle
treated with plasmocid and/or cyclo-
heximide for 36 h. C; non-treated control,
P; plasmocid injected muscle, PH; plas-
mocid +cycloheximide treated muscle, H;
cycloheximide injected muscle.

Bl OFERTIZHRE L 2w, BEME (&<
Mg & =2 FlfE) D70 T T —LEDHGHEMER
BOKTF ORI & IRICHA D F > o7 B iR RED
LHORE-) VY =RV I /7 DEE L
Dk D MR H B P ERECEETH D, 2
T UEEEFET LT ERT S TPI K S >~
IR DRBOF TEELIRBEZELETWE2E D
PLSBHOMBETH 5.

X R
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A F—DE{LFEAIFE. BEEE THY A b
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37) Plasmocid IC X 2 I I A /3F—D

05 R E oy AR

— BT A PO T 4 —FEE DR ——

% B F K+

HEFEW 138

(- > I A

B, GBI 2EED 9 T 7T —HEE
T35, —DIRENV VYV —LRTOTT—ETHY
CaflKFHEFHET 277 —+ (CANP) iz hiz/E
L, 3521V VV—LFZ7eTFT7—¥ThHY
ATTLElEEND, BIEREAHELBRES
L, BBRIEREFEEZIT). FHROBHIT
ZOMT R T T —EHBEADTIRICEL o

ZREE R TIERAT 2022 BHETIHEICH 5.

Wildenthal 5 iIC &k 3 L LBHDBFEEADTED
BE, TTERNV YV —LFRTuTT—IcL VR
EGHRE T, DVTY VYV —LRTaTT—+
&N ERGEYTERTIRE, HEE) VYV —A
FR7OTT—IC L ) BESEIERT 5 RAHHE
HMEREINZPEFICZ L\, £ CHR2I30E
H[EH% plasmocid ic & 2 KERBIFHETE L €T L
E LTI oM ZRETL 22,

-l &

TARZ—FRTy b—fle T 25HIZ0.5%
plasmocid £ &% #0.4ml, BlH 2 mg # HiE
TE L, ZOZERIEIL %ALY, EHERCE
TL2EBgIC L & ~7z,

7R T T —ENRIEIITERLIC 105 E 0 PBS-
0.1% Triton X-100% Mz, I RAKRESF A4
—fTHRESFHA XL, 10,000X 8, 20530 L
RHEBERBEL, #7773 > B&LI3 Suc-Tyr-
Met-Naphthylamide (& KBBHIZOEHITE
ICEB)2FEHEL, l mgEEAHA-N 1 BEHTE
B3 % 1 n Mol naphthylamine % & - T 1 B4L

*EURBRARA R 2 — KRARE—B

B B R\

H o' —

& L7, # 772> Did Barret D BEICHE, B
7 x X7 7 # —+1% p-nitrophenyl phosphate
EEEELTRELR, ZVvTFrxF—+id
Boehringer % -+ F AW CHIEL 72,

& £

DRRESMARRR

Plasmocid # BE#¥t 7 X HRICLE T2 & 2
~3BFMIRICIIEEBRB I Nz L BMEICEE
opaque #HEND HI, F 72 GBHA THBHIcE 2
Capositive #RHEHRE e 5 72, BERAYICIZITITER
RENC ZHHVERL, MOFFEBEOHEE 1T B
BIR CIRFFL Tz,

2) LR R
a) FhiEEEOOERINEL

LZREN2BRHEERBOPTLRIC
a~-T7F = DETIIFHTH Y, T4 2 6%
T TIcary b o—LD40%Ic{ETF L12RT 75
EICHERLL, hoEEEAGZ I e-o# 3
Ty, IFHBUIBRRICHD U121/
2IET L, ESFT2EMTIIZELICERL 22,
b) E-64-c R EGTA D35

2 {3 plasmocid B & OF plasmocid & #£ic1
mM E-64-c, Xi3 5 mMEGTA % —#&i2F5F 3
FE#ZOHGEERB?D SDS Y ILVERKE) 5 —
>THBH, E-6-c RUEGTAHFETCa-T
7F = DRBHH b DEREIZESHNSIPHIE 1
PASU
C) BBHNIVTF o ¥)h—,

HiGEENEREAL

H3xEEBHN 7V TF> %+ —+ (CK), #

77>B&L, DRUVEKE7+ R 775 —XN

) VY — aBE
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Decrease in myofibriliar proteins in
Plasmocid - induced necrosls

%
100/
Se
\ \
\ \\
\‘\
A
\‘\.
\.\
\~ -
N~
‘o\_\\\
~
-~ ~
50 N S~
~.
-
o e—o & - Act
k] o—-o Myo HC
5 o-—4¥ &-TM
s
(3
-4
o 2 4 M 12

Hours after injection

H1 siEE&EEORRNEL

a-Act ca~T 7 F=
Myo HC . I+ > HEH
a-TM ta-beRI AT

EEBOREBT Z7F T HETRLTW
5.

R T H 5. CKIZES 3 BrRRA1/41CK
TL, 48BRFHRICIZTAA LIHRL, BFBIELSERL
L22EEZRL TS,

AT 7 >B&L, RUDIIES 3IRMEKRIIG
L A{ET oA % 73 L 72 A48 f {3 F BRI FEm
L, #7 7> Didarta—noi3fE, 47
7 >B&LIZIfGIcwEmMLE, L2LELY Y
V—LBETHLIE7 A A7 7ML %
»oiz®,

3 - 3
Plasmocid 2 H#E S v F Dk T X HICES T

BEIC & ) ERRREICREE L FIROBRLBERT
LEHHR. »

BN 5 4t 3 BEf1%1C opaque MMENHH, HD
GBHA T#EEINLE, - EHMICERBICZ
AR T Z2HEENFRRIZER LIMERT LY
AR eI ABICEBEHL2RORICE L
<H 0, plasmocid DEREN—DIITEETH
LEEZTRBRLTWSEY,

STCERIFHENDZHOERR L a-T 7 F
= DHEEEHIEY VYV — LRERTH 5 CANP
ickznd, Y IS — DA T T DERIC L
2 ERETL 2,

A% CANP RUA T 7>~ Bit in vitro Tl
HRNICZEEMEREY, a-T 7 F = 2 BHS
w2 ERERH-> T 599, Plasmocid & —#5IZ
FA—nN7aeTFT—YHEEFTHSE-64-cl
mM 2EHT 3 & a-T 7 F =2 DBRITTTE
ICRZEE NS, D) ZHEOWLIRFA—17 o
FT—EICHRKT 3 L Bbirls.

% iz EGTA & plasmocid # —# 1 #EH L Ca
4 AY%EFXLV—}T2EREY - T7F=>D
BRI aIcAE I N, ZHEEIR EGTA
kD CafAr»xrv—F & CANP 2EH

i i it

e t1 =t

-— - - - -

| @4
‘¢ g1

«d
")

- - - - - @
EGTA E-64-—c
2 HHEEEAOSDSYLERKE NS —>
C | RME .
: plasmocid #5

P
1 : control, 2 ; plasmocid Bk
3
4

: plasmocid+EGTA,
; plasmocid+E-64-c
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Ly Enzyme Activities in Pl Id-Trested Soleus
Creatine C C 1+ Acid
Kinase s&L Phosphatase
U/mg U/mg U/mg

VZZ4 3h atter Injection
BE 40n after injection

X3 RBBHOATFTLriEE

I: control

Schema of possible pathways of proteolysisi

[ Myoftibrillar pvololnLl

leupeptin ..

é-e‘-c non-lysosomal enzymes
9 2+
CANP& extracellular Ca

Ca induced
proteolysis “~.

Y Partial proteolysis
Into

Plasmocid-induced Degradation of Z-bands

proteolysig—-=—:=>
E-64-c /lnouoml alkaline
leupeptin// enzymes proteases
pepstatin/ etc
etc
'/ cathepsins ?
/ muscle celt
J macrophage

l Complete proteolysis

4 BEESEBEER

WKL k-7 B BEE N, plasmocid HES#)
HicBE b2 ZHFENOMEEIRFEIYY——2F
CANPIZ Lk B2E0MEI NS,

YWY —2FRk7a57T—lbLbs 77> B&
L, BRU'DIIES IEMIzmed, ©tLAET
LB ZHEDEERI AT 7tk b nwEsr
AE»LEZFETZINTHS ), Lo L g4
FRIZFRICHEI L RO #IT L L CFTL T
WaRRICE b s,

BCAT 7 BN REEG ICHEET
Y)YV —LEH LD, BHEENAORBL 2=

707 7—=PICHET L0 REE 1 5,

2 I EHIBEEMENBHIZ OV T 7
> BHitk (ERBKR¥BEHEE, KESRHOMHTE
& 3) L itk R BT ZORELT
NCAEBE, AT7LYBlIRAE~I07 57—
PHICBETIEBIHELLICE -2, ZDBEH» L
plasmocid & i2 & 3 FRMFEN B L~ 7907 7 —
PHRD AT 7 HBERASEIC O VS L
TWaynLBEINS,

BHEAPBOZERESRX (two
nism)

Plasmocid D 1EAH.SIZ % B8 5 5 Tld 2 v HF,
WER7TE N A o DBAEEDEUE» L EZ B &
UL CUEREAD—DIIHERE L EZZ 51D,

X DFER, HEAN D Ca 4 F > DBFE ® influx
iI2& D CANP 2 EHIL I N ZHI3:RIREyICE L
L (BRES#R), BIEBRHED disassembly 7542 5,
INDE—ERBETH B,

DT disassembly U 72 S5 Fg#EIz ) vV —
LR T TR L EEOH T Ttk D,
JERES L 5 ITEASHIIERT 2. ZhrE
ZEBETHL, TOBRERMT L0y —VH
RDGTT L BHPEBRELEEZIZZLTWE L
Bbhs,

FLBRETEZer70 77— LIICIBHEMAE D
induction % 5 I¥, B#EMERN LY 7w
TT—XRL2EDTNANVETRTT— L E R
BBicBET s Bz (E4), Tai v XRY
BPRA a7 4 —EICBIT2HEADSROSE
IZHTIEDHTHEZ TAD L, WEEORK+&ET
#1813 plasmocid DIFE L IZ R A 555, BEREEIC

£%5 CaAx>mBED influx & FNFEREL B
CANP DEHACII BRI IS D Y, - T
Z DP4A D plasmocid DB E FER I R H R
It s HEASEBEIREINL S,

step mecha-

F & ®
Plasmocid " E#HEESIC L 2 BEEHGNEHS
RSB —BRRIIIE) VvV — 2%, STEBMIIZY Y
V—LRDTERE AN - TEY, H—EERIT
HEESN 5 D@FE D Ca influx i X 5 CANP o
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EHALE U ZHEORRBMR, RV a-
FIoF=rnBEHRTHL, BERETIIE B
iz X 1 disassembly L 7z 85 JEMRHMEDTY) V V/ — 4
RAT7vic L BEBEDRIC L > TEAGHE
BERT2., TnEBOBEIT 2y XH
BRI 74 —ENHELBEENS,

P4 73

1) HPER, /EE—, BREX EBHOBE
ICBI B RET R, BEE THPRte 7
1 —ENRERFICBYT 3R, (ZHH), B
FIS6EEM RS, 1982, p.15.

2) rth#Rsy, AWME—, EPER, MEBK K
RBRT—75.

3) Ishiura, S. & Sugita, H.: Mechanism of
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Suzuki, A.:Ca?*-activated removal of Z-
lines from rabbit skeletal muscle. J. Cell Biol.,
52 : 367, 1972,

Noda, T., Isogai, K., Hayashi, H. & Katu-
numa, N. :@ Susceptibilities of various
myofibrillar proteins to cathepsin B and
morphological alteration of isolated
myofibrils by this enzyme. J. Biochem.,, 90 :
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38) Duchenne B X b a7 4 —REICA LD
opaque fiber D EFRBICHE T 2%

oA W ER*

MR I1E " Fi
L &ic

Duchenne ¥ 2 b v 7 4 —3E (DMD) 7%

RIS - HMEHHRMEICEL T, wWbWw3

“opaque fiber” & I:i¥1 3 HE 35, Gomori %
B, b5V PASHAELCr TRETIAENR
RRKRL 72 HRHEIERICES L, DMDIcB
FEEBAROFRD—DE L - TwBEY, Zo
opaque fiber DIREIFRICOWTIITELREEIN
T&7:%% DMD A% b T EfEMEHER, &5
CRBEADERBICLMICALNG L2505,
—OIRIBHERBERERERNBETELLZA
ITEHEALTERY &, L) —DICi3BL A
TEYTIZ % { DMD OB A ERICBIT 2308
BB ELTELZBZFRIOIMEMNLLTEY,
—SENFERITHETITIIIE - T, $FiCik
HENHEZZFRIANDDMD DB RICET 2 EEE
B0 2RO L DT H Y, BEREICHES M
&+ Cat* massive influx »7 i JR #2 # o hyper-
contraction £ f iz CANP i f{ % & 11 3 Cat*
dependent protease NiEM b 2232 &ick

D, SNICRZELZFTI2HEEEANTHEEZE
AL, BRI - HBIEICHR2 —ENBRETH
KB HICHBI T 5% E L T opaque fiber #
52 T3,

4 [EFK < ix opaque fiber DIRERELIF RIS
DWTHEILHEIICIRET T 3 229ic, DMD £/&H
o & opaque fiber # B—EhiR#E L U CHBEL, %5
HEEHDTMEIT L VRS 2R EELOT
|MET 5.

*MEXRZEFEB—AR

% H

HE+ M N Fo R+
MR EFHiE

4 ~25p% DMD BE128)iIc DWW THER 21T
Tolz, ERFMIIHEEOEELTMLIZE T T,
bhE5EER, BEEERE, BB VZRIREBERTEML
72, ERBO—ERIZEBICFBIRRICHY, B
# opaque fiber DGEEICHV 72, T b b
INE BRI AT TIKIE O relaxing solution ( 4
mM ATP, 4 mM EGTA, 4 mM MgCl,, 0.12
M KCI, 20mM tris aminomethane, 20mM maleic
acid,pH6.8) IcBR L2 b D%, FEIAEFEIKSAINER
RUMRAEBETICESHAY 2y F2HWT
opaque fiber 3 UF I IEEHEUEE # F § 2 MR
oL 2(K1), SREL BRI
1041 > protein solution (1 9% SDS, 10mM g-
mercaptoethanol, 40% glycerine, 0.03% brom-
phenol blue, 40mM tris-0.24M glycin, pH8.5)
FIZTHERL, =R 7 7RESRKEERELZ AW
Laemmli D FEW 2> CSDS KRV T 7 Y
T FTINVERKEZITE -2, KEIL 2403
Coomassie brilliant blue T# 4%, densitometer

ThBBERL 2,

& E

DMDI12iEBI 0 ki & ) S BEL 72 opaque  fi-
ber R UK REBUED B H 5 type 1 fiber DikE)
%8 —> %27 2 opaquefiber 9 &, *TERHR
HMEIIRRIR % A THERET 2174 - 72, RIEEEK
ST CEEROUEEZ RV, FREONCEELE
3 % opaque fiber & L T& &5 2 6L 2 FE#RMED
#7026 12 M R ERARME & DRI B E BB NE(LDT
A b -7z (opaque fiber a) #%, #30% D
opaque fiber (opaque fiber b) “Ti% myosin heavy
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1 A group of teased, unfixed fibers as seen
through a polarized microscope. Notice the

single opaque fiber (arrow), which lacks

the normal banding pattern with peculiar
brightness.

chain DA % 445, actin R ESTFEEHDE
ey 2R L2 (K2 a, b, M3, 1),
D\2T % opaque fiber a, b HHFNZE
1Bz %A - 72, Troponin I, C iz DwvTiIxs
BHTLEEIBDOTHETH ), —IRITDOKE)
MDA TlE band DEEL L ICERBEDTERKIC DWW
TERTHZELIZRETH - 72,

-actinin (2

* x

b b BRI AR IS AYIC myosin ¢ ATP
ase Yefa iz kY type 1 fiber (FRAH) &, type
II fiber (EA%) 1240 F 6 % 2%, B LRFE
L, FHEEEAEOMBRLEL > T\ 512,
DMD 4 % B2 HiEEE A DZELD ST
Sugita 639 12k N T b TELD, WTNd
type I, II fiber »%RFE L, Z7:IEHELUEE %
BT b HEHERVTER DRI ICH D HEHED
{BFEL 72 mass & L THOEboGHTHD, EX
DIRHIFIEHEIC DOV TOREIZ L ENTE LT,
I XBREYIC L FRA EEE A v, Takagi
51917 13 DMD R Fh» b B— R ML TBEL,
Z b rF T LA F KT ZEEZEENE NS
EXRETE¥HIC fiber type ZXFIL, ZIRTTHE
K[UkENIC & B HEEEES DS E4T% v, DMD
BV Tldtype I, IORMEEBHEZET S ty-
pe X LIERHMMEIFEICALNDS Z &2 HE

Electrophoretic Pattern of
5 Opaque & Normal Fibers

e st

Nw e w‘ g‘% M /H
— . a(X-ACt
= ~Act
™
—1L1
12

N N N N g 0 0O N
E 2a In this electrophoretogram, there is no
obvious change in any component of the
myofibrillar proteins of the opaque fibers
as compared with the controls. O | opaque
fiber, N | Normal control fiber.

Electrophoretic Pattern of
Opaque & Normal Fibers

R - Act

. —ACt

A —

O N N

2b Another electrophoretogram of the opa-

que and control fibers. The myosin

heavy chain and low molecular proteins of
the opaque fiber is clearly reduced, but the
actin band is well-preserved (arrow).

L72. Type X mHERICOWTIZIFRSLOBEEL
HHETH D) LHEL TWD, ZEERLOEN
BRI EERIBA T TN L BB
BELZETLHRMETH), EEEENELEHE
T BIRBITHRRHEC DT ORKIIAT L b T\,
—7 opaque fiber N EFERIELIZE T2 Chou 59
IZRHEIL D o Z-band K U thin filament M2k
ZRNTEY, 59 4 Z-band 7 FiE & M
LTw3, 6> CTEHENBELHEUDITTEZ S
& opaque fiber D HHEEE B DT Tld Z-band
DIEREHTH S a-actinin 25 L T3 Z &
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£ 1 Percentage of myofibrillar proteins in opaque and normal fibers

Number Myosin .. . . T Light Light
of samples H chain a-Actinin Actin Troponin-T m;%‘;?r; chlain 1 chlagin 2
Op(aa?ue 6 32.2+24 86+1.4 289+43 79+09 89+1.1 75%20 6.1%16
>
Op(e:)que 3 16612 123+34 418166 10.2+4.0 6.1+29 85*38 45+2.1
Normal 18 34.0+4.4°  73+14 27.7+3.2 88+1.1 78+£20 83%x23 60+1.4

**%P<0.01 (a) versus b))

Mean+S.D.

The myosin heavy chain of opaque fiber "b" is significantly decreased.

On the contrary, the percentage of actin is relatively increased.

Content of Myofibrillar Proteins in Opague and Normal Fibers
(Actin=1)
1.5}

} § Normal Fiber (M1S0)
} § Opsaue Fiber 3 (M£5.)
1o { { I § Opaaue Fiber b M£5.0)
[¢X-] 4
BT I TR
1 1 I 1 I ! 1 I |
Mosn T e T oacin Dotnr otM oL o

H chain

3 Since the actin bands of the opaque and
control fibers examined in this study were
all well-preserved, we compared the
contents of each myofibrillar proteins of the
opaque fibers with those of the control
fibers on the basis of the actin contents. The
ordinate of this diagram represents the ratio
of the content of each myofibrillar proteins
to that of actin. Opaque fiber “a” displays
the electrophoretogram of almost normal,
and opaque fiber “b” shows the general
reduction of myosin heavy chain and other
low molecular proteins.

TFREINTD, BeNSEIDHFRERTIE -
actinin ICB§L T L LB A ST »
72, THZ IS ERRYBACLHFETIIFHL
T2 RAMEE EIR SDS B BICER T A2, Z
-band 7 L BHFEEPITEREL 22 RBTHFET S a
-actinin 4 2D F FkFE N, A» T LEIZELH*
bbbl WARELEZ Sk,

TWEHEE, BLICEIND DRI A LNID
I3ERH 5 HFETH Y, opaque fiber DHIZITHS
EHBRICHIHBHEMELTELZ LN LN

e S I3 R e AR LR R B BRI E S 6
opaque fiber I3 ATEWRIICHBT 3 L oDl
12, THEBRIZHIBHMELLTELILND LD
BB EEBRTDEH, FxnELFEHFH
T% opaque fiber & LT & &6 2 55 BhiRHEIC
13X FRARARME & B L CokB) v — > ERRICEDS
EEN TV DEEEATRERING:, SREICES
BEHEL, ZRTODBEIKENC & 2 BT DK
FLEHT, HEMICHETL TWLE I H B LA
bis,

=2 S
Duchenne ¥ X F w7 4 —fE (DMD) I8
7% “opaque fiber” DRIIFERIC OV THE{LE
BIICRRET 9 % 72912, opaque fiber 2 £ EH 5
B s LCoBL, BiEEEaNIT#1T
u* o7z, 4~258 DMDI2FEGI A & 9 Rk D
opaque fiber I IC 19K D IEHHEBMEE 2 BT
SRR DV THERE 21T > 227, ¥
FB2EHYIC opaque fiber L TE 62 5NB3H D
IZIIXTER S & DRMICEAKE) 7 — > ERFICE(L
2% wv 7 (opaque fiber a) &, myosin heavy
chain Z DD KT DL 2 RT L D (opaque
fiber b) #5A & #1172, 4 @ DHEERH & opaque fiber
ELTELZLNDHBMBEND—ERIZERFICHIEE
BN AT HEMEEERICH DRV TE

NTWSREME DR L7z,
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5%, AHTRIGERMEIRRIC 36 S 2 RHEEUAR R &
LT, RZY—=2 J~DIGRAP@BFI NS,
BIBGESIRERIC B I 2RO EBIZEEICITY
DEBhH D, 22, FEETH->TY, EH
BOD VDI LA DD 2 WIBAR, HYE
FERBETH->TH, EBHIC & 2 ILEEELDST
NER (F - ROIRKICH T2 IBEEELY) &
> CTRETII®H 5 I FLEEMINKIG 2 32 53568 5°
HD. L7eh->T, wibiEBAFRRICBWT,
HEzDM, pHHBWIEITrE=T Evo 2l
DEERETDHIEICE T, o ZFIHEEYL
2 7)== o E B E BN,

#* 3

ERRVE - D 2 7 1) —=> ZIi I3 850
RELI FRIBGESRERICH VT, LB - EAEVER
DRIFELIS 2, BRI pH 7 > =7 DR EH
BERTHS.

—208—



1

2)

3)
4)

5)

X 73

McArdle, B. : Myopathy due to a defect in" ~

muscle glycogen breakdown. Clin. Sci., 10 :
13, 1951,

Tarui, S., et al. ' Phosphofructokinase defi-
ciency in skeletal muscle. A new type of
glycogenosis. Biochem. Biophys. Res. Com-
mun., 19 : 517, 1965,

Koyama, H., et al. : in preparation.

Kanno, T., et al. : Hereditary deficiency of
lactate dehydrogenase M-subunit. Clin. Chim.
Acta, 108 : 267, 1980.

DiMauro, S., et al. : Human muscle phospho-

glycerate mutase deficiency : newly discover-

—209—

6)

7

8)

ed metabolic myopathy. Science, 212 : 1277,
1981, I

Lowerstein, J. M,, et al. : The purine nucleo-
tide cycle in skeletal muscle. Federation
Proceedings, 37 (9) 2308, 1978.

Chapman, A. G., et al.: Stabilization of
adenylate energy charge by the adenylate
deaminase reaction. J. Biol. Chem., 248 : 8309,
1973. '

Sabina, R. L., et al. : Disruption of the purine
nucleotide cycle : a potential explanation for
muscle dysfunction in myoadenylate deami-
nase deficiency. J. Clin. Invest., 66 : 1419,
1980,



40)

ZREBHRICBITZII A UIikn

WP EEICONWT
E O OWE
mREmhE M B £ =\ E B B Kk M o8 &
ANER Z OB % e B O b e

SREHROBWREE - L I3 MEERELE
DEE, HEX, SHERIRLEKICHWLNT
W3A, INSLOREERVWTNLEREHRIC
BRHTRC, HICEREHR LMBDHER
B, B A a7 g —EEDER»EELS
HELLTLILL L v, —7F, SREBRITE
CHRERBDEFICET 2 EEZ LN TV,
HEORBERBICEWTRRFEN B CHRDRIEH*
FOBMICRILDZ LBV, SERLIZHNE
ERS25 34 icT P ESHEN T P
AL L/ Ty ERHEL, BETAEL L
PR E L S REH R FTUEEHHERBICE
WCEDRLU TR ENVBIPEREL 22,

XRB & UFHE

B X
SRR R20E, BHP A v 7 4 —EIA
(Duchenne Y 2 £, Becker B¢ 3 %, BE#HE1
%, BAE 24, BBA - VEEESRY 2 &, BHREM
v2tw74—54), BEHRNELIR, Ei)=
a—uv R 84 (Kugelberg-Welander & 2
%, ALS 6 4), KIEHERER 6 & (PSR
%4 3 4, Charcot-Marie-Tooth ¥ 2 &, S EMH
BEXLT74VVELEL), HCRERBTA
(SLE 44, PSS 34), ¥ 0M#ERER30& F
/NN ESHESE 6 &, Shy-Drager fE{&EE 3 4, Par-
kinson % 4 &, Huntington 3% 1 &, B&RMERRE 2
%, TADPAL1E, HBES—F=v W34, %
SUEE(LIE 34, MOEEE2 4, FHESZ).

* KA EFBM AR

n om

A UIIEE A RMURNERE L FEBB L
Y Perry 5V, Richards 52, Samaha 5 NH &
SR> THM L, B3Iz A% 707
STEYNEN BITERLIUEE L 72, 5]-
3 * I > 7 specific activity 121.0X10%cpm/
mole TH -7z,
ME@ERIE
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Serum (ul)

X 2

&1 Absorption of autoantibodies to skeletal
muscle myosin with purified human skeletal
muscle myosin.

*
Radioactivity precipitated by

serum absorbed with

Myosin Buffer**
Patient 94329 285662
Normal 914434 907258
xx
NS p<0.001

* All values are mean * SD and expressed as c.p.m.
** 0.05M phosphate buffer (pH 7.0)

*** not significant

AR E
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RLIICH I A PN I 4 2 R LB
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TRAf L SRR RICEB VTI134.24X10°M TH
P2 Fu7 4 —4E(0.37X101°M), EREFHESE
(0.20x107*°M), EH==2—v KB (0.12X
107°M) %2 BT 3 FHHURMIC bE FICESE
TH-72 (p<0.04).
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£ 2 Anti-myosin antibody in patients with and without polymyositis

Diagnosis No.tested No.positive Percent Mean titre*
positive (xlo-loM)
Polymyositis 20 18 90.0 4,24+1.13
Muscular dystrophy 15 3 20.0 0.37+0.21
Myasthenia gravis 10 2 20.0 0.20+0.14
Motor neuron disease 8 1 12.5 0.12:0.12
Peripheral neuropathy 6 0 0 0
Miscellaneous neurological 30 0 0 0
diseases
Presumed autoimmune diseases 7 0 0 0
without polymyositis
*Mean =+ *Mean+SD
RBICBWTLERLILBBATIZE LD, BT X 73
b MBI A UHKRIISRIEHRICHRNL LD 1) Perry,S.V.:! Myosin adenosinetriphosp-
T%L, o TEDRBIZB W TIT—RAY 1R E hatase. In Methods in Enzymology 2.
ERLTVWSARERLWwEZFEZ LS, I (Colowick, S. P. & Kaplan, N. O., Eds.)
FTERUEBHRBEICBITAHI A ¥ HiKic> Academic Press, New York, 1955, pp.582-
W T3 Caspary 5 OEDH 5 75177555, HH 588.
BIZOWTIZIERHE BEN L CTHEELRIE  2) Richards, E. G, Chung, C. S, Menzel, D. B. &
N oz, LAEALBAWRFEE I 228 Olcott, H. S. : Chromatography of myosin on
AW RORBEERIGTH 2EOME» DD, diethylaminoethyl-Sephadex A-50. Bioche-
IDZDICHRRDEREER T E U 2TREEYH mistry, 6 : 528, 1967,
5. B®iE, ZREHROEFIZK ERFRA T 3) Samaha, F. J. & Gergely, J. : Biochemistry of
LTI IAZ o 5k?, 7 2 Rigdfke o0 normal and myotonic dystrophic human
HEHIFRBEN TS, FELALEAVSGZ myosin. Arch. Neurol,, 21 : 200, 1969,
itk 2RMUHRIZSHLE DVBFEICEHINS 4) Greenwood, F. C., Hunter, W. M. & Glover,
LDEBbd, FLERUHFROFBTELITR J. S. ! The preparation of '*'I-labelled human
WEEIC B B biLs, growth hormone of high specific radioactivity.
Biochem. J., 89 : 114, 1963,
F & ® 5) McDonald, B. L., Dawkins, R. L. & Robinson,
ZRMEGHROBENFICBNTHE FHI AL J. i Myosin autoantibodies reacting with
HRGMoERICH L EER, SEickRBEI N, selective muscle fiber types. Muscle Nerve,
L7z> CTHk M3 Ao HRRIEIR SRED 2 137, 1979,
6) Caspary, E. A., Gubbay, S. S. & Stern, G. M. :

REHNBHIEFATHL LEFI LN,
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1977,
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5 112, 1976.
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LboERFERL 7.

E R FE I3 R 38 FO0OMHz o JEOL FX9%0Q
FT-NMR spectrometer T# 2.

ERBRIELICHET S5, H50wE, —BE
HEATEHERICBIH 0 CTRELZDLH
EEATh -7z,
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HRFFIZFNFNERZL, NMR spectrometer
DEREcBEL, EOETHEETE 2.

SHRIEF DB X proton TH329°C, #*NalX 2R
THot,

Proton T,Eflon#IsEIZ LIS R B & L T89.6
MHz % F \180°~7z~90»¥ )L X & F]ic & % in-
version recovery method? % F\»7z, 180°/¥/L R
OIBIZRKHBIC L 7 HNERE 2 R THD 125960
uBThHo, B % 0.1%, 0.2%, 0.3%, 0.6
#, 1%, 2%, 3%, 200 2ELIEL8FD
Zao—2EHL, B85 niHHEMER L D IERE
B2 muickn TEEMzBEL (®1).

Proton T,RENEIEICH WA ERBIZEIC
80°C 6 FEl DR A T L VATRNERY> L BKE
PHEL.
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7 F LOEK 2 ZREOFBHFRERRLIEKDRII A

T - time(sec)
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.n
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B 1 Inversion recovery method
Eight signals were obtained by changing the
intervals of the two pulses (z) as 0.1, 0.2
0.3,0.6,1.0,2.0,3.0, and 20sec. .

2019 sec.
3,0

7 P NoEHE L B L TIiT - 2.

23Na-NMR Ic w72 =551 EIC80C 6 Byl
DERILI0WFERIC L BHIH T LV, RAEHE
HICENHE Na BEORIEZITE - 72,

= 3
(1) BORBICHES proton T,REEENZEL (A
2). Proton T,BMiiFnREFIC{E> THMEL

[}

il
a7

15 20 5

10 15 20 Age( days )

2 Changes of proton T, time in pectral muscle of chick embryos

and chicks.
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2. TbHI2HEBETI22.082+0.091, 190
B£T1.605+0.106, 6 H$ET1.3204-0.107, 158
B ©1.108+0.038, 20H $% T1.087+
0.053 (meantSD#) TH -7z,

(2) BOREEDEstagelcB T & KE L
proton T,RfjZITHEB72DHE 3 THh % 5,
BKELIREICHE93%, 86%, 83%, 78%, 76
% LB T BHICL72H*> T proton T, B D ex-
ponential IZ5G 48 L Tz,

() BHHRFICMHI *Na-NMR nZ&{L (K4
closed circle). #®NalZRBF (- TIE T2
Lz, Tbb, 12BEETIZ59.5+3.51, 19
H¥EIRT49.0+4.95, 6 HEET47.5+3.87, 208
$£T18.8+1.61 (mean*SDuEq/g) TH - 7.

(4) REHBEZIZL 3 NafIEENZEL (K4
opencircle). 12HRTI372. 6 +1.26, 19
£T68.3+4.22, 6 HHETT71.0+3.63, 20HEET
18.8+1.61 (mean+SDuEq/g) TNMR iz k3
Na D HERIZ73% b 555% & D & stage T

of

§ T)-time (Sec.)

w

o 12-day chick embryo
2.000 \
\\
\
A}
\
\\
‘e 19-day chick embryo
\\
\,
‘\
I 6-day chick
\\ 15-day chick

®e 20-day chick
1.000

50 80

X3 Exponential curve representing the rela-
tions between proton T, time and humidity
in pectral muscles.

Q Flame photometry

T R 1 Mean # 5p
{——-—-—*'%
c 601 I
~
o
e
s —
o
3
s 407
5§
°
o
m .
20T §
hatched
t +—4% + + { +
15 20 -5 10 15 20 Age( days )

4 Changes of 2*Na-NMR and Flame Photometric sodium content
in pectral muscles of chick embryo and chicks.
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EhR LN,

(5) Dystrophic hamster ¢ proton T,®ffHiZ
control 1.0040.015%ic3%f L 1.049+0.018% &
EELTW (E5).

T1 time
sec.

1.1000

1.0000 4

0.9000 4

A\
—\—

I
|
|
I
|
I
1
1
|
i
!
I
I
I
I
[
|
|
|
!
|
|
|
|
I
|
|
|
|
[
!
[
1

CONTROL DYSTROPHY
5 Values of the proton T, time of quadriceps
muscle from normal and dystrophic
hamsters.

& =

ERGORETICIIMED - BEER T L TEILFE
B SEAEATRIEIN TV S, Blicii~<7zm <,
NMR % %R EHCIEB T2 w5 i3 ENR
¥l b (RRETII'HBL U ®NaThb
H) ERELTELZBIEEERLTEY,
4E, BORFICHE-> T proton T BEHZE{LL
7-EE L RH D% stage F T proton NDFERER

F b bROBEERR) »RUDILETRT
2L LEBMENDY, Proton T, FEICELZ D
L3 ERE L TIEE 180 ANER, Awv
Lot ERs, FLC, RERELXEEZR
F2UENH LY, BICEELLNELT, HF

DXKG& ', cellular protein @ conformational
change, cellular protein composition 752 &1,
¢ 3 water-protein interaction 2% b N T
BB EEINY, BaDcase THRGEER L HBEFK
PRWLDEEZ LN, 2, TOFHTIR
Chang 5® #t4:1% 1 4£0) dystrophic chicken T
proton T,BFHMIERL TSI EE2HEL T
255, Fx b %100 H o) dystrophic hamster T
IR LB TVDE, 414 5 v o 2B
B LE-> TRLIDPEFARDZEIEETH S
LBbhb,

4-[\F 4 13 proton T, NMICHHBENKSEY
BEICBIEEV NaDRIELITZV, BRFICH-
THBONaBHIZTLTEZ L2 NMRBIWY
RN BETRDR, 2N ENERIZDOWTIX
SEDEEERD 5ITRIZAHATH 555 proton T,
BRI L & & i Na-NMR THOBREHHAE
BORBEREOREICL LB,

NMR THHEIT & v Na DFEZ, HBEARD
Ea e EFICHEE L 72 Na 4 A4 > DIRINGARE AT
free ZHRIEEDO Na A A LN LIB L LB
THBEENTWB?, 2Na-NMR i BW T4
RL72HEEI, NabrHilRNoEsFE#aeLl
TWaeHEHEIUTBRTE, ZNIckD #Na
-NMR & 2 BEHBORBRERTIEELLT
HETHIZ LEBEbN.

P BB OREIC{E - T proton T R &
iz #Na-NMR »*&{b3 3 2 & 28 &L, &5
12412100 H o dystrophic hamster iZ 3 V> T pro-
ton T,BRfIAER T2 Z & 2R 7.

XX 73
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42) #MEExHGEIC X 5 nemaline myopathy

DRI ST
B R E B
WRBHE B S Fr B B E ol
Lo PAEBIL 29, EBET S 6,um150)*;71}frli,

Nemaline myopathy i3, ZLEBIICRIEL,
BYEREEE &), EERERE, NBIALHEA
DEHHHET, BEERLEEHEIAREI S
e F—T, BHRRHERICIRREREY (rod) 2823
ZEPMEHTH B, ZDrod i, BEEEELC
ZELHEMOLTE N, BAHEENRRTIE, a-
actinin, desmin 2 &N Z HICBEFR L -&BAEZ
DEINTWBY, F72, BETIE, type I BRHE
DATTHEHIEL L WD S <, type 1 RHED
FEHEMER, rod DEML L, RE L type I LT

BEICERE N TV S FREEI A S N TN 32,

Rozit, WEIEA L OXNEHTEET, RS
MTE, BEBEOBKREI DL, ARG
RG2S BERAMELERL 20T,
AfED type 1 - type IIRMEZ NENICDE, HE
EEA FORRROEELT LT 5 BRITLL
ToME 247% - 72.

Xt®EHE

1) ZEHEBOMI EFEHEANERIK
By —> 2185720, HREICEBLNE HE
MEfH % A>T, myosin, actin, troponin (TN),
tropomyosin (TM) N4 EEEBEEHEZHENL
72 . % 72, phosphorylase, enolase, creatin
kinase, aldolase, glyceraldehyde- 3 -P dehydro-
genase, phosphoglycerate mutase, triose-P
isomerase 7 WEEE A T TBEL 729,

2) HAEERYIF01E8  Nemaline myo-
pathy 4 5, IE# % 2 Pl FTEERAEERE £20um

DEEIEIN, —20°C, MRS T THRARRI N

* ST IR KBRS AA R

Gomori’s Trichrome, NADH-TR, ATPase £
ATk o7z, RWT, RBIELREEETLIS,
EREMET ¢, EEBORFERUF 25 type
I - type II##%, nemaline HH 5 rod ICEL
type I #HE, JFHE rod %889 7%\ type ITIRHE
ENTNEREL /=,
3) BRAEEE
i) SDSHEYTZIYNT I FYNVEAKE
(SDS) Laemmli 6D FED ICfE- 7255, K
Y7797 3 Fi38.75~17.5% 7 linear gradi-
ent &L, kB ILNABEEE 3 cm & L7,
ii) ZRILEBAKE (2-D) O’Farrell &
DHFE? % modify L TiT%->72. SDS, 2-D &
b, INVIREEEREL 2.

& g

EEHN2-DE*HE1iIRT, M1 alztl 4
1%, 1 b, cixtype I#H#E, type II#RHEE60
Bx FNFNXKEL 2N TH5, type 1 - II#R
HOETEREBEANERRIRNETH S, 1) TM-
a B35 FR’3.4777 slow form #¥type I #RHE
1=, 3.35 7 fast form 2 type IIRHEICEDH LI
%. 2)Myosinlightchain (LC) %, type I #R#
T LC,, slow form LC,? main spot {2z T,
g o fast form LC, - LC»%{E U % hybrid
pattern 2 2 L7z, Type II#R#TIX, LC,, fast
form LC, - LC; KT, A BM slow form LC,
ZiE L Twiz, 3)TN-C iz slow - fast form #*X
&b,

Nemaline myopathy D& EF Tit, type I#
HEICEME, rod DEMIBHLNA (H2), EF
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DH%'O 4’-3
SDSF& e
Ald_ Enoly - Abe 5 De:c
G3PDH 5. A T
-

’ ‘ LG

1 EEHD IRTERKENE.

#(a) D AR e, CBB Yufa, 47 Hb) @ type 14 4
T(e) : type II ##E, $84es, MHC : Myosin heavy chain,
Alb. : Albumin, Des. : Desmin, Ac: Actin, TM :
Tropomyosin (s : slow from, f : fast form, -chain, 8
-chain), LC '@ Myosin light chain (s : slow form, f :
fast form), TN-C : TroponinC,CK : Creatine kinase,
Enol | Enolase, Ald : Aldolase, G3PDH : Glyceraldeh-
yde- 3 -phosphate dehydrogenase.

2 Nemaline myopathy 4.
7t : Gomori Trichrome (X200) 4 : ATPase (pH4.
6) (X200). Nemaline rod |3 Z#8& L 72 type I ##Ec 4
L Tz,

#5 & nemaline BHZ N FND type [ #HE2-D % DFT R nemaline % 4 B 2 TR &5 #1172,
3ITRY A, EEHBEEA E, WMHICE=EIIER 4 FEEEEALSMZOWTA S &, nemaline
D% -7z, TypelliH#EEZFERRICHE T2 L (B HTRSFESSHFDOband " BEL T ) (H
4), IE® TIZ minor spot T# % slow form LC, 5), ##i2 type 1 MHETEEE TH - 72. Z D band
%%, nemaline # T3 fast form & D K& 7 spot 135 F&E» &5 desmin TH 2 TEEMEHE
ELTREDHLN, LCNAEIEL Tz, Z
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Type 1 fiber

L 3
i P
- G il
- - - .
e g
- "
Nemaline

3

Type 1D IKTTERKENE.

£ T IEE®, T nemaline #. IE#H & nemaline H 7
T Ac, TM, LC, TN-C ICBA & 2 0 Z5E (258D 0\,

x =

Nemaline myopathy TiZ, type I #E#EI2575
LEERIETN, ZEHE, rod DEME L EDOFTRYED LN
52 0%V, FziTtype IBHEOAEARES
BEL T, BRED type I - type [IHFHEZFNF
FIEEBDZN & ERET L 72, FDRER type |
MHETIE, T FES.5T Ddesmin & BEb L 3
band 75 L T3 LU, BEEH LOREIZR
7% o7z, Type IIFFHETIZ 4 Bl 2 BT slow
form LC,DEEIRH S5L72. Z #1iF Billeter
58 2EE L7z type 11 CHEHMEDTKE) v —> &
EIFRTH 5. F~< D nemaline #5 ATPase
ETTIE, 480 D type ITRHME200ME AR 1T C 4R H4E
ZECBHLNT, FETHI CEBHMERIIZ 2 v

Type 11 fiber

ity ™ oo
S —
. oo
o .
- el S
- T T .
P——— o E 2 o
L 4 - “ £

Control

Nemaline

4

Type II##ED IRTTEAIKENEZ.

D IE##, T ! nemaline £. 1EH T3 minor spot T
» % slow form LC, &L T\Ww5,

LE 2 515, Billeter 513 ATPase D& 4EIZ
myosin heavy chain ICHEI N5 LB TED,
AFED type IIHRHEAY, light chain 211 C ##ED
HHERL 2 $A5EL % transform % & 1T 72
LDHER L FRETH 5. L» L &wH' 5, Billeter 5
DEEZ, 1HRKDADIN CHRETHRETH Y,
II CHRHEDERIKEI Y — 2D TiE, 52
BETDUEI DL, 72, BEE—HHRENER
VKB, ¥ — 2 1T £ FE D heterogenity 2V E & 11
T3,

SEDFE 2 DORRETE type 1 - [IBHEZ N F
DEFRHEF60E %2 FH) L 712288 —>THD, Th
TIZIEED type 1 - type II#R#EIZ—F D 5 —
xR EDL, Thbb, IEED type I ARHEICIEL
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s 1 3

a. Nemaline type 1 fiber

b. Nemaline type II fiber
c. Control
5

% LCys%c & fast form, F 7z, type II#RHEIC
&L % slow form /& minor component T 1),
RFETHD LC, D38 — 2V ZRFRTH 5.

SDS KN P Z VY NAT I FHLVERKEE. Nemaline #
T, > FRE5.55 D band EEL TH Y, R type I

MRAEICHEE TH 5.
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FREANEL, 8 [ 305, 1978,
AKRE—, TR, FHRER, 130 £
EKERFEL., HA (BERERFES-R/), BRI
#EA, AR, 1975,
Petell, J. K., Sardo, M. J. & Lebherz, H. G. :
A simple procedure for the isolation of seven
abundant muscle enzymes. Preparative
Biochem., 11 : 69, 1981.
Lowry, O. H. & Passonneau, J. V. : A flexible
system of enzymatic analysis. Academic, New
York, 1972,
Laemmli,” U. K.:@ Cleavage of structural
proteins during the assembly of the head of
bacteriophage T,. Nature, 227 : 680, 1970.
O’Farrell, P. H. . High resolution two-dimen-
sional electrophoresis of proteins. J. Biol.
Chem., 250 : 4007, 1975,
Billeter, R., Heizmann, C. W., Howald, H., et
al. - Analysis of myosin light and heavy chain
types in single human skeletal muscle fibers.
Eur. J. Biochem., 116 : 389, 1981.



V. Wb % distal myopathy



43) WHRRHER A & A 7z rimmed vacuole % ££ 5
distal myopathy DK%

2 B E X
MR hE  H kB E OR K R E OHE R & OB R

MR (fasciculus) (ZFEE (perimysium)
THIN-HREEATH ), HHEE LOESIE
MBEMZLLTw3, LL, BHREZHRMEE
PLBELGRBNFERELHR UL -REIIESD
#12 BT 3 perifascicular atrophy ¢ S5wWwic§ &
ewnb,

#3450 HEYi2, rimmed vacuole #1% 5 distal
myopathy DHERFICE W THEHEREICEBL T
Z DIREDFEREZMOBER &L DB o TR
T5ZLihD,

SR B T HRE

ERBITSRIEBROIL B TT~THEED T
HD, susa WTEEHRD paraffin TR IZ DWW T
H&E 5 % 7212 Masson’s trichrome #:f5 %13
I LTHELL,

% 7 rimmed vacuole # distal myopathy ¢ 1
FEFNCDOWTEERT S,

ER K. S. 26558 (012-9394-3)

EER I TIERBEIET PITEE

EX{EE « RIKE | e ¥RE3ELL

IEE 1981118 END FhBhr L EEHE
N, BEROAMRLAEBE -2, 198242 A
TSN LB HEHEEE L), TAZTR
ETHIBELFEZ-> T2 LliskEEEiE st
o7, TEBEHETIRELICHEITL, Wo( D &
L72BATL R L e - 12 726519824210H 7 H
ABgL 7z,

ABRERFIRSE | LLHEEERICRE L

AR A I BRI R A L

* R AP EFBEFHEAH
* x B I MBAT SRR

SEER - KRB NIIIER, MBEOBIIZEAER
IS BEMELR S, BHEMBEMoB oz
2id-&0 Lav., BREERHFHIITHERS - BE
BEHRBEETH DY, ZOMITZTRTELWE
T%2A45, MEIRELL. siBMEm 2R L wad-
dling gait T& 3%,

BREMRR | BB L Urnl—RELFEIIERE.CK
13418 (IEHE~150) X BE LA * &7,

HER TR ETBORAG IOV TR OE VW E
IRMEDOHEMZELZ Rz, KEBUES TR
DRV, EIRME, SHEEOMERMERT RO EEE
ZALICIBEL Tz, 7-8iREH, BEESHTIE
ERIBZTFRFBEOEANMEIRIBTH 555, ZHHIC
2 mVEBEDNRIBAOFHHRNRLRREV SIEMEAL
EEEL (H1),

BeF #iE MCV 13237.9m/sec Th - 7.

BRAERFRR (#1003) | BHEEB TIT - 72,
YIETA D EBRERNDKITRNIIELL, 20
30% LA Eiz rimmed vacuole #5252, NADH-
TR T angulated fiber D/NEEEZRTHEEF DL A&
5415, Rimmed vacuole (3/MEL L 22 RHENTA
ALXiIcA bR, /MBI L 72812 &I baso-
philic iz ¥ %, —&Ric phagocytosis 24 & 1
5.

Paraffin Y15 T4 % & perimysium, endomy-
sium 3 HE L HREFRIZIZ- 2 ) L RESND
AL S 5. &2 DFRAMERITFIRHEE D LY
BLRNTW 23 L0, vacuole # ¥ d DEHE
L7z#HEsER], S SIcHEeICIZIiTERI AT
SRR & & F T F 7% stage T 1L RDIEAR o rh
THEIN REMRIZ WL LHBTL 22 (X
2).
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QUADRICEPS F.

H\\LN‘-M\L«%‘*‘LML

TIBIALIS ANT.

GASTROCNEMIUS

M.GAST ROCNEMIUS

1 EFINBHER. BEIE S TIRFESER O S W ERIRIEEALY

EERTH DY, STEEOVMUELZEISH I &I HEE
FEHIFHFRAPRPEVEIRIBE 2185 Z & HHk5.

BEATI3YEHH _E rimmed vacuole iIZXfIG L T
%% myelin  figure, dense body, tubular
aggregate »EHE L 22 HRMRMEICE L TREL T
BY, chEFToOBREI—HKTERARTHS. B
M filamentous inclusion (& & L2 » 72,

B, iRl L, BRMEEERICERLT,
£ rimmed vacuole #{# 9 distal myopathy
BERI 3 BlicoWT (ZD 5 b 2 Hlld T TICAKR
LT A NMEINTVD) BRESBREL D,
FTNCICRRENFTR T 2 b b IR RHMER D
BATTEMEL T BRME L L7z, B3 1327
NS (A23128) TH 5%%, HBHEREICE
EHrABLENDZ L5,

Wiz, MoV DL DHERBIZ DOV TRERDIL
B LBELTAS, '

4 {2 Charcot-Marie-Tooth I8 DFIT H % A7,
B EYI W OrDBRMERICE 2A D AL
VbW B KBEEEME L IHE D RIBETRL TV 5,
—H & CBEFL TV 3 RERD RIS/ BERERED

BHEL TWBEDRbLr5,

X 5 iz Duchenne EDH P A a7 4 —ThH B
», EENIRIEES D), THORICERICHR
MERA LN DD, {HROBHMERIZ, ThEN
13T RO HIBIEIC S ) distal myopathy TA
7o & 5 L BGHERM OB NOEIZAFETL .,

[ 6 1234540 D B RMEF RO KERIUIRY TD
HERDITR TS 5. Perifascicular IZE A 5d
VS, LK ADEBERDBERNEEBERIHEL
T—HRTLVWHEEICH S,

% =

Rimmed vacuole # ¥ 5 distal myopathy iZ 35
WT—R, WEREEHEETET S L5 LARE
FHERHENA LN Z I NE TV DHhDH
Lk B0, LA L L0 BIKTHEMERICHE
BLZ2@EIE 2w, Z2icATER L S I rim-
med vacuole % distal myopathy T3 BH#RHER L
VEDDHALE U5 72 8 T LBREOEEBRY
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.2

IBDBEADHFICBREEIN, Z0L ) LBHRER
DN DOODHIRB L DHEDF TAH B & AEK
BORBELTZ L.

MRERMEREMEIZ Z 0 L 5 L HREERDITED
FTOITLENZZEITH 5%, WL DHhDEBHME
RAyERE - TEHELRY ICHHE DA
IZZENFEBILI2 5720, F 72k BHEEIR
22T B BRMERANIC L NEEEEI LT 25
NEDHFHETH), TNLDHDEIZZZTHRUR
distal myopathy DFFR & 13—E L 7\,

%5 MERh 4213 perifascicular atrophy & % \» (%
BRDOELE Vo 2RI THBMER - HRueER
DEALTIRESTRBIN T2 LD TH %50,
S KBET 2 L &2 DHBHERDIREKRED SR
TdH % =H% distal myopathy DFFR &L THBHE
BRASH B,

KIZHEXFFRIZD\v T rimmed vacuole %!
distal myopathy Ti%, BENFEA S ICRAK T

£E ) (012 9394 3) @BiFﬁ%iﬁ{% H & E%é

EIRNE, FFERERM OB VRS RICi 2 TER
&, %’r*ﬁ'l&@%ﬂﬁbﬁf‘b)\ﬁ'é ZEDHLENT WD

ZZICEHE L ZEFTLRBORRE2B T2
ﬁ%%.@ﬁﬁiﬁ%@%ﬂmem&mﬁﬁ
BMNELLZTWBEZHONTWED, ZNDLS
Z R ERIAT R B RER RO —IcH%kT 2
LNEEZLND, THOZLIZERUEBROGE
RFFRTLREETH N, ki~ k ) % LHH
BRICB T 2HRED SHRENDERETENED
EIITRZTNTH A .,

F & ®
1 Rimmed vacuole # ¥ 5 distal myopathy T
SRR BALICHRES A SN, 2 F TR
EDBEEH 1 MNOBADFICHEZI NS,
2 FEROBERBIZOVWTIHHERICEEL Y
RERBEL2LZ 5, EREHLOBICFER
DR ZRTIEM DA & L7z,
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Masson’s trichrome ¥ ff,,

=228



% e a.m;’siﬁ\ i
By S § o i ”ﬁ&ﬁl&@&i
M6 ZRUEHAOKIIMUESERE. H & EYf,
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3 Rimmed vacuole & distal myopathy i 317
SHMMERENIHREZEAL, HEXFFRICHE
LTETFOEEZMZ I,

X 13
1) Banker, B.Q. : Dermatomyositis in childhood.
Trans. Am. Neurol. Assoc., 87 ; 11, 1962,
2) KiR3EE, HE4E, HLEEE, BAREBX, &
T, BERX GREICEENEREE2E
- 7z distal myopathy ?—¥REY, #EA%L, 12 :
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40, 1980,

L, BIRSE  EAR I Ao F—a 5 B,
BB E ZDBHREIC OV BEE S
PR b a7 4 —EDORERFICBY 5 ERREIHT
e (ZAFHE), FRFIS64EFERFRHIEE, 1982,
pp. 97-103, )
Kumamoto, T., Fukuhara, N., Nagashima, M.,
Kanda, T. & Wakabayashi, M. : Distal
myopathy. Histochemical and ultrastructural
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44) WHIRZIC BT 5 rimmed vacuole 72\ LI

ZDFBAT RIZT DWW T
moom e
 HWRBHE W B R E A B M F e
B R KL % M IR I R

8 B
“Rimmed vacuole” (RV) &\ BRZEMR
NFEBLIZ, 19734 Dubowitz & Brooke 7 oculo-
pharyngeal dystrophy 2DV THEED LISk, &
CRwLNTWS, RLENLANZD ZDREI,
FxnERERNIEEE T, "myelin BIPHE
THEBEEIRBEEEE, &, BRLERB
THEEORBIZOWTIEREIN T2, Tk, v
bW 32 “distal myopathy” Zcv> L% oculopha-
ryngodistal myopathy (Satoyoshi) & FEFRE 11T
WBEFINH T, RVIEEETEINLHIRELE
O DR TEHEE N, TOEFMEHRE &
LICERRIERRPBRETERNZ L & E L R RE
EDOWTHLERICHRESNDIICE->TWS, 2
RV EKICHZ2RETLED SN, FHPTLER
LOBMEFRIZTL DL DIEFIEREI A LN B
SEDW|ED BN 1 DiF, [ HEHRSe
RizB1T % RV OHBLRIL & #0ALED, o
1 23 H W 3 distal myopathy 7% v> L £ Dift#E
RBICB T2 HRUNEEB X URV EnB:EIC
DNWTDERETH 5,

MNERE L UFE
HIEMEHEREERS (RoMmEEE, 1970~)
DI L, BIGEHRL CHEKREB I 4 721200
Bl (1524%tk) DR EFHETL, HEL RV %
Bdz420] (461R4KR) ZihH L7z, BREFEIR
FAEHEE L TIL, paraffin YIic & 3 — K2
By, cryostat Y1 IC & 2 AEEEEAY - AEER(LYE

* ROPIRBETREA R
3R - @RXFESBHEAT

v

BFEE2EPl, FLINI—NATNATRF -3

Z I VLABCERSEHEIC L 2 EHERKREE 3280
AT L 72, AR {b2AY75 2213 B 7N EE regular batt-
eryick o7z, £72, N6 DFTR KRN, &
Y - SEME - KR8 - MRRERTR S HEEL 72,

& 23

RV 2o -EFNOAIR

L2FNEBIINRIZIRD T L T, EBIIBIE
BiUEnThoBoBERGENEZ R (&
o> distal myopathy ? 1 FIOWRAEIZ %), F 72
FFEC TN & &L, RV 2%, Kugelberg-Welander 3%

(KW). R, BEMA-FRTRELZ L2250 "B
EATHEMR R R BMEE" ICFICERCED LN
2ZETHBY, UTHREREC A7 4—4,
R bo7 4 —BHE - BEEAT ERAE L,
SRUEBAS, =2 —osF—4, ZTOMh1]
TH-o7.

% Rimmed vacuole % 2272 IEFNPER

£ B B PIE (B B
Distal myopathy 1 (1)
Kugelberg-Welander 7% & UFELLE] -
AR TR0 “%&ffﬁi’iﬁ.ﬁfiﬁ} 15 ( 40)
R AEE
HREMSRA PO T 44— 4 (39)
. B 1 (17)
%71}n74_{ﬁﬁE$LM¥ 16
ZRUEBR 5 (180)
HH= 2 —nF— 4 (46)
Ed%2k 11 (871)
it 42(1200)

HiR¥ - 46(1524)
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Distal myopathy Bl ZE#)

_F5E distal myopathy DFERS (2255 (K1)
TEBIFEE DG & ISP THI#E TR, EEENE
NTHDBLETABRBEZIT-> 2. REETIZ
KAEFHLEBHEBIWEZTH B, X
BE, MoOREKICHFEEZEBHL V., IFITH22
%, H24m T, ILITBIBETE, HEE - HHE
T3 T RREALA 5 R IC ERGEALIC R A TV 557,
R - HEBEHNEIZHL - T\, MmiE CKIE

(Rosalki Z£#: | 100K EH#, 100~1508% 5%,
1500 E£%) 1358690U/ml (MB29%), 447U/
ml (MB 0%) &IEH® B 4156121 EF, %
EXFrRIZEICHFEEELER L2, BOARICH
TLBERTIE, BEHICBWY T, #MEHEHA
AL Z 2O RAIAREE - g% EHREEELE
7~ L 72 A% endomysium KR H#EILC B B R I2 4R

1 Distal myopathy Ea@IOH (25m%), €F1%
(A B W)

DTEMTH > 72, RV IZHEHESEDH10%I2
BOHLNDY, BIWICEEL TS (B2 -a
~c). EEEBTIZZNIC—3 L T myelin figure,
mitochondria-glycogen M5, FEMRMENLEME
1B%2 R, 512 Z NI filamentous inclusion

(K&15~20nm) L BZEI N7z (B2-d). —F
EB=SERNEALIZEMTH 555, RF D RV 2°
N T BT B BB b LTz,

AT ELREERES R L ZEZ 51, HE (20
R ARETH) B, TEREMBMIRE L EHET, dis-
tal myopathy ? 9 b, =Z&F 6 DEE L 725K E I HE
L TV 3%5%, —FRHHOBEENELEL 2T
FEEETL L, MECPK LHLFICEETE L,
FHEBHIRENEEL EDHLRE L THI R b
Q74— LIZMETE L WELE LY, ZORZE
HEICHEBTICIAHLEBLTWREBEEZ 2, L2
255> T “RV %8B 72 HEREBARELSEREE dis-
tal myopathy” FEHL TEL DX ELTH S
D e
RV O —R B
KRIZ RV 25872426182 B LT, W 2»
DFEEENT 5.

a) ZOHBUL, 468K TEOEAER L < IS HE
TSR EERTH-72 (B 7, ZoM
7). 14, WRBEARBEFS248 0L EALE, E
B - TRHIZ, Wi BITT1 1 TH o7,

b) ZEhEiCiE A7 1) o variation 2YEE & 11,
B ER D mass #E5E 12 D HEER L ~ L THE 2 AR
Db, BAR LR R TE, PRERIC ERK
BozEfadF L, ZRERA S BEHRICEIEERICE
%% filament #i& # 2%, % < I3ELIC dens %
mitochondria B¥F#&{E 4, PAS BBHEMHE 238D 5.
Lo L—8RicizZ=iadE L), © LA mass #iE
DHEINLOHE, T “SENZERT, “YEAKRNHK
m" e EOMREEFTEHALSL (M3 -a
~d).

c) RVIZHEENEMHERMEICHIL S, type I
MHEICHBLL B\, FHREIC ERIZHFD
HEET% <) RVOSGHICHEZABLZ EHXHD,
EICKBEFERE L R THEREE LRIz
I EHTHS (@3 -e~f).
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X 2

X 127~ L 72 distal myopathy Flo g4 (BEE#E) Fr
K. (@) trichrome &, 100X, (b) HE %, 400X, (c)
trichrome Z£, 400X, (@)XbXc)\»F #1134 myopathy 4%
1L I2 888> & #1172 rimmed vacuole 27”3 . (QEERET
@ myelin figure & filamentous inclusion (KRZ15~20
nm), bar=1 ym. (FICZHHE)
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d)

L 7

7

lex & L TORBIREN®RFT 2 L%\,

e)

3 Rimmed vacuole D YCEHAT RFE < 45, (a)BaTIEY 7 A HL,

a | d trichrome %5, 400X, (bXc)Z2BaMEss & ) mass HEiE
- HZ o4, HE 4ufs, 400X, (d)%% 00 Fekny 7o 2e5
b Z 4 L mass fiEI12Z L V384, HE @, 400X, (eXf)
¢ BEREM 2 R TR RS EEE GEIR) BEE%Ica
c 5172 %# D rimmed  vacuole, (e)ix HE #efs, (£

DPNH-TR, type I #H#EICEHERICHIE, (ArHHR)

RV DHIRL T 3 BHIRZEIC 13 Z 41 & 31

¥ % 70 L, Z 7z filamentous inclusion 73 %3 2
mitochondria-lipid-glycogen (MLG) comp-

i, HUERAL L 72 B R AR 12 myelin figure »°
BLAI 2 LT v 5354, cytoplasmic body & 3

WAy, H7YEY7 myelin figure »¥4 L85, MEMEE - HRETIHE L oMo
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7z (4 - a~d),

* %=
1) RV %, Z2EDOTEBEERFD A HEHS
% &, distal myopathy ?»—# 5 L kR R
IR AFTR E > T BBAa0H 5. Lz
- T, distal myopathy # —DONHEBE L EH 2 72
Bac, To—iic, BEEKRES & T “RV AL

distal myopathy & & T 2 D H%# L e il & ff
ETHERbNS,
2) L#»L, “WbW 3 distal myopathy I2& & 41
5 ERRBR Y B B I3 ERREE MR L RAIER &
L T, 72 & 213F, “Welander B", “= 47 8",
“oculopharyngodistal myopathy” (2%) 7 &
ELERBAINDIWL OB EI HN?, TNb
& RV & DOBIRIZTERIFICHEBMI LTI W Wn,
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4 ‘EFFEBFE<AE. (@BEEY myelin figure £33, OHIFRAL

L 72 55 FARMERD I BES & 1172 myelin figure, (¢) cytop-
d lasmic body & DFFF, (AEEBEMEE L HHEKF, W
4000 %, (ArEME)



—%, kiR “RV & distal myopathy” & LT
BEP L BIEY - - BEEMENHEH DY, oculo-
pharyngodistal type # R334 3 b5 Z & 54l
LNTWS, WFHIZLTH, RV &) 55REME
RBERIFTR &, BIG - BRERE L ' 2 A L3k
BERICLTWE2H, TOMEAEHLETHRR
HOMBIILTLIES TR EZWEBLNLE., &
LB R Fwa 74 —& L Todistal myopathy

(“Z8FE" 2 L) DFAICII RV B L I
<, R Iu74—% GRIEHE - BREZMD
) o distal myopathy DFEFIC HBELL B> 1kE
HLHEEINZD,

3) &L ARVIZ, Zins distal myopathy &
UPIEHBEB LI & KW v LR B2 41T
VAR R FARIE 7 & 12 bR Ao 2918
LB Z L (ABRENEO—E) b b, LFL
{ distal myopathy DAICEEFLETR Cld 7 <,
INLMMH—EDEBEICLIEBT IR/E L2 TR
LTwaeEZ LD, ELICRVOHBIER, K
REBOEEAMLT TREMGICERTHBED
RFEEI N5,

4) RV i3 autophagic vacuole »—#ET5H 5
EEZ LB, TORALFREBOFIEL D
BIEDIFIZ DT, 4% & LA E %2 EoRET
WEELEZLND,

& E
RV i3v>bH W 3 distal myopathy O —ERNDEEH)
ICERICEES L5 B %%, MRA & IBREHETE
MERMEHEMHEE (KW B L oEirly, BF TR
B y) IO RBICES - FHcHE SR, Ao
TREMBICEMTH 72, & 5 RV Rz
B9 5 MM R4HESB L RV L HBOMETR

IZoWTHEL, FE+N,

—236—

X R
1) Dubowitz, V. & Brooke, M. ‘H.: Muscle
biopsy : A modern approach. Saunders,
London, 1973, p. 231-241,
2) BAREX, =X GR) : Distal myopathy. #+
Eic 17238k (1902—1981.12), BB
ZEFIHE, TOM(1951—1981. 12), HE44
THERAMRERR) PR w74 —FD
RAEMFICBY T 2 BEPRROBFIE, =14FHE, BREANS6
FEFRBES, 1982, p. 243-249,
3) Fukuhara.N., Kumamoto, T. & Tsubaki, T. : -
Rimmed vacuoles. Acta Neuropathol.
(Berl.), 51 :229-235, 1980,

4)a) HLFEER), BFEEER, REBRE, FFRA
X HAEEBEELZHFL T VWIRBETERMR
BEFIEIC DWW T—MEREERB £ &
T3 SEFOBRETZHLE LT, BEag T4
BRBMRERE HPRA P07 4 —HEDR
R B3 2 ERIRAVAFZR, =4FHE, BEFOS44ERE
Wrseder s, 1980, p. 81—84,

b) AR MUES, &KX, WISHIE, FRE%,
HR%, Rl @ AEEEZ b T VW RIEGELT
TR R R R B B AERE I DWW T, —5
EFINBRET 2 0 & LT—. ®EREL
13 : 222—227, 1980,

o) RJRIUUBR © MM A RS W HEIE O B RN EL
FHIFE, SRR+ LEZSMS 0:
676—695, 1981,

5) Matsubara, S. & Tanabe, H.: Hereditary

distal myopathy with filamentous inclusions.
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45) Filamentous inclusion, Tubulomembranous

inclusion ¢ Rimmed vacuolar degeneration

IZ2oWnT

BB FE

TR I1E

ERGOBEAB L UHIBENHAKTH 2
filamentous inclusion (FI) & #EIENETALKT
# % tubulomembranous inclusion (TMI) i,
ENTNIEERBELRERRL (bYW EHA
HiR) v, FBELYIC L ) tubulomembranous
myopathy (TMM) ¢ &GS NI HELERMES
AIF—IZIRBRRNLEEZ LNTERLNTH
3, EEEOARRRHOTAEREICENVT, biL
bz, VwbHW3 "Rimmedvacuole (RV) %
5EAIE I A oeF— ) DEFIDHRIZL, TNLHD

HAKDEDSLNE2LDNH B EIZERL 729,

AR, TN HDEAMKIZ, RV AHBETE L9
RHOLEHBIET, 274 ) IERIICHET 20
TREVHEWIREND £i2, RV #BH LN
72 AR D BIR £ SRIRF L 72,

BRRIR & FiE

HHRE L7z 5 EBDEERETR & ERBHISDOWT
i3, RICEMLALZBITHE, 2o b, EPIS
DA DMP (BB L 722 BB AL $h &
MEETRL, Mo 4 EFIIE TRMASBBEMDHEE
FRL72EALE S Ao F—EBITH B, ERFHI,
1EFITHEREML 223052 SHTIRIKTH
D, 1#RIZDWT 5 AL Lo BESEME 2 BHY
ICBEL 2.

& S
1, JEARTR
EPIcIGAL 2R & LT, RV &HELXDZEM
BHEBH L, RV 285 2 MM —KRICE
* K BHREE 2 TR AR AT

B R X

WL TWTHESEEZRL, —REERERERED L
SICRZBEGH D - Nz, HREBIELARERI
CPK OEVEFIND AICER T, —#ZIC RV 275 &
VR & R NT e, REBIIBERSY)
KiEER, 2574 YYRERL HICEDHLNLY,
27z,
2, BHEATR ,
KEMICELNZRVIENEL T, SN
myeloid body, dense body, free and membrane-
bound glycogen # ‘&3 % autophagic vacuo-
les & EEH LNz, T ofic, EE15~25nm
ZoFIre&flokn (A1) »#HEBER (E
2), brwigzromAicBEHLNn (K1), =
N NKESNEFITIZ, WMEHIEREELTL
T 72, $HB2E A FI i3 autophagic vacuole DR
BEicEEEICR N, ZoficidZEH L 72 thick
myofilament R TH 5 Z L 2 REe T 3 L 5 7%,
7e 5 & B o ZE HERIRA ) myofibril & o EFEHE £ R
%32 Lo aMRALES SN (B2). TMIIE,
FEBIS AR &F (&THEAR S FoeF—) I8
BHez, EFI3 TREBHTEE BRroks3
DLOMRLN22H(E3), MoEFIZEH DL
(LB Do le, ZOEAMKRIL, BIR LD HEEH
IZEEL TS X512, 8~9 nm DFHHNRR
WL 2 EREEEZ L LTEY, YRoFMEIC &
NEREERRTRIY S S, ZOEEWIET
TWELG—BTE(, FHICBOES LIS
HBETTEL, BHIREZ LITR, EFEE
DBRAEGFO—ERD, FRIERD VI ) K7 2
FUICRDL S CBTT MR o n (|
4).

—237—



R SEFNFEH

fiE By 1 2 3 4 5
i3 = 5 E°y L°3 T
FEH(MR) 44(34) |38(33)(21(18) | 47(41)| 42(38)
FHES E AL EAT pELIAC 1A BRI BEATEA AThI A
RIEHE S zL DESLERIE U zU
CPK (<80) 7O 530 920 60 160
ERREA BT BB KBEPUSRE; | RTSEAEE | LR

K BB P9 RS LB EEE
Bt B &
REFRR - - - - -
RV + + + + +
F1: #RASER + + + - +
% A - + - -
TMI + + + + -
# = BLENTVD, BERTEBAEFRROHS LoD

19674, Chou® i3 EHRDBENERGNE
BREORRER T, BN & MIRENICEREE 2 FT
% filament fRiEEW* B L, B892 myxo-
virus E DIRUMELIER L 2. HiUOHEIZF 0
1%, Sato 57, Carpenter 5V Ik - TEME N,
19714F Yunis 62 32D k& ) L HEBEHAKY
# inclusion body myositis & 4% L 72, 19784,
Carpenter 5V (31 5 0 6 FEFI & fER O HEFI )
FRRICETWT, HARBRETEEHR, %K
BRPLEFIENEHROBBEMNE T2 %
#RIEL 72, EHIC LT, BRI RIIMEO
BREBFEEICRL-TEY, BEKELCH—
BB MIFELOIREARA R 2R E, Lid LIEEAL
BEMDBHERENDIHE AL, CPK I28E A
LEEY, 2794 FicRIGET, BERas L

LhnLDHDHY, BREEGIC L THEEDE
BETRVIBOLNIDHFORHHTH B &
LTwv3,

D &) RERRRY, HRERSAVIEEIL, HHLAY
LERTOSREGBROKEZ L IZIEEICREL->T
WBZITTE L, B DET, KELHETEE
SNTWETRV 245 BAR I FoedF— ) L8
LTwa Z e anCaz99 I/E, RV %
O BME 2 FoeF— ) DMK, REFDE®R
BOBIENREZE T FI H 8D L Nz Bl HEHe
WML T390, BHFETIE, RV 25EZH LN
BB & USEALEY 2 e F— 5 Fle Bz FI #¢
ROLNZNT, THIFEBREBEVI LN
L5, RV 2% BHEARICEEEICHRT
SHABTHAS) &EZ LB, HWBEWFIIC
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1 EHESHOEMICEES 5 L7z filamentous inclusion.
BWETITEREEr B LN S, EFI4. KX, X14,000.

2 ZopusEfEIcERe> & 72 ABFE A filamentous  inclusion.

EWTE IR 2 B 5. AT RIS, & DMV filament

(thin myofilament ? ) < dense area (ZH#E@k?) »F
mEND, FEFS. KX, X34,000.
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Tubulomembranous inclusion. #E % 1. J& [X], X85,000.

S

ey
5

Tubulomembranous structure (Z:#E#t L THERFE L ) K7
2 F o HPEE DGR S b, fEH 2 . R, X 34,000,
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DWW TiE, Yunis 5 LIERL TV 5T TH 5 %,
25t L 72 thick myofilament & 2L T V> 5 AJ 58
HEHE, DX LELL, HAKBREVD
BRI OWTEHRETRETR LWL ERD
ns,

Wiz, TMI i3, BEEES & WEHIBEEI L
KM A3 F—DEFIC B W THD TR S Lz
HAKTHD, BELY IZINAHIERBFRNL D
DTHLIREELTR%R L7, L L, FFRTH
Lz o7z k5, BMEOEEYILEMNE I
rF— A FIEBlicRHE N T, S L1 E
NBEKIIEBERENLIZSVEEY, La»L, 16
GEBI1) TIRERRSEESHLNIZIEIH»IL, o
EFITIIRIZS %L, I Far FYTREECS
2 Tz rar Y7 fF—,; & THEBxNH
FRICESLNIREI > FI T D&%
BlfRich a2 EEEIITETE Vv, BELY DR
L EREREIICL, IR SE D RV »F
FEHLNTVBENT, TMI L RV 245 ikt
THELEEL D IEHAKREEbN S, /2, HE
BT TMI H—EBIz ) H7 X F- > FEE~DH
ITHEESH b N2 Z & iz, TMI #* autophagia 125§
58 72 lysosome EASRD L D T H 5 W HEME £ Rk
5.

% £

RV #9326 & 72 @A R 2 A — 4 B, BT
B3 A oeF— 1 Pl ERBOEHRIRET, &5
EEIZ FI & TMI 28272, bW 3 ALK LS
TMM ? &R DI ROFHIEZ RV OHBA
THhBI e#EETHE, FISRL TMI IZERBRHER
BIEWV S &0 LRV 2445 HOEMBEICHA
THMBFAFAKTH L EHEZ L, TNHNE
BIo3#BOTEERRIFEL T 3 TREEE TR
L
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7
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46) Autosomal recessive distal muscular dystrophy
(ERBEBERFUHBS A b7 4 —iE) DR E
LERIIEZEE (M) 1 Bk

= & 1 ke
et & = ¥ Bs* B T F #W+ &F B & B
il =00 H oM EBE*
Lo B - §

Autosomal recessive distal muscular dystro-
phy (ARDMD) (BifafhEEREHNI Xt a7
4 —fE) 13, FELHEE (19744) i THFRUM
FEBIERLT, FLOWRMEBS A 74—
LLTRELZDDT, TOBERRBFZEML T
X 722349 v B distal myopathy & L Ti3,
Welander (1951) ¢ Myopathia distalis tarda
hereditaria #RERIICH D, ZDHE WL DPDRK
REIRFEFIHBE I N T 5, BEIR, HOHEE
T %% rimmed vacuole D& L L b L NDHHER
En, #EFIEEiIchbrEICBWTS W,

XTI, EE LD ARDMD ¥ % RL, &
% ¢ Welander &, Znftl, £ L T, L4 9 vacuo-
lar distal myopathy & & \» 9 X & fEF] & DEIFR
FHALPICLTBE W,

d, FELBEHD ARDMD KERFN 14
HEEEFETL, BERTHZ LM TELNT, BHEK
BROBESZ MBI ROEBNER L THNS,

7 &

ARDMD % /.00 LT, ZE0fdv>H W 5 dis-
tal myopathy 22w, 1) ¥, BIE-ERKREN
BEb LD, FR2)EERINICIIHEMBEDOES D
155, BHICBIT3ER, LBECK(ZLvTF>
X+ —¥) EHEEFNER, LT, 4)5HHEE
FrRE LT, & {2 rimmed vacuole DHEIZD
WTHRD,

*BEXFEFBE—AH
* * Fpep IR B R AR B FORT

ARDMD D 4FHBDOER ©

FRENBEIIRND LS EBRT LI LTS
%. 1)i#{5EY% autosomal recessive, 5, Kl
HICIIZEIRRIC SRR, 2) HEEIIBRE. HER
IR, BEBFTRR A e 74 —HT, 2
faZstee 2 DA, ) HEHIT TEORMGICIR
LN, TR 1L, LICBHFER
ENs, 2ZHDICEMICMELLYTELL X5,
4) % < 12 10m B EEH 5205 A TRIK. ) ERIZ
EITETH D, HEMITERE»S, KRATKER
oL B XU, BRBREETRES, PITICXEE
5729, L»L, TNSHPAEEICZL > T bed pa-
tient & % 3 Z i3\, EEOF, HIHOBHEHE
L0 B HHRREEIZER S, 6) iE CK G HE(EA %
E~mEIc RT3, 7)0iE CKIEEECEL,
# L v kA 2R T R ERFE preclinical stage 7
Lok, BEOLEAZRI~T o RFED 21ER
DEACERREEY D 5,

B{% - BERERBIE L T ARDMD

1icAED 8 KRITER (B8, X9) £
L7z, ZboRENHICIE, WEofus, miF CK
CET A fbaERE, "ER2H (k2, 16
%, 198%), ~7TuB4BI(B 2, L2, 14~195%)
HHh LN, B, AKKIV-2 (B2, 7E)
13, Mk L18RRBERT TREAUREETH -
7z,

FERRERFIIRRE, F&#h, CKIEMEE 2L
TERRAE@E A & preclinical stage I2H 5 L D L ¥
Mransdsl, ~7TolREAFIIREL TWiw,
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ET A
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0---0 Duchenne %!

o0 B

O--0 i - AN - LR

BRI 74 —EEROTES N (EF5H
NFRbMIck3)

I DRFRBULHE RGEELEDORIZR ZRL,
fEK, TR RE, /2, FHREELORXS
B) 5 L CTHEBBALE L THo—#I{E - KR T
HrZEHbNrD,

T8, M1%n AnK (BHKR) HUI-1 (B
565%) IIFEF6BRRTIEL-L, FKkRZET -7z (1
EHH),

ARDMD (=3 » TERBRE OME :

ARDMD TR TRENEHTRE I H (RS
NBEZLHIRHFETH S, ToHRIICRELD
AL D, B2Ic20GHETOEREGY
Zbe7 4 —ESBHOZNE KL TRL 7.

FETIFTROMES, 7 ABDOHHETH
BHETHLZELHIRFATHY, AUTHHETLE
BER, REBUMHIIHEBES LI (RT3,
E%#IO%(Eéﬂétwjb&ukm%k
FOBEADABEDLNLD,

THEEBOEMEITENZ 1, 2 ﬁ&%‘, E
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3 EREELSUERWEHC Ao 74 —EDR
B L UEFIREZED MEC KEEE

7HEX, HEBITRTLAEIHLND,
ARDMD (2} 5 /& CKJBMEEN LF :
X3z, BRENFEES L VEMENERED
mi#E CK EHE L Fic L 2@ %RL 72,
AR MmFE CK EHEEIZEEsE D 16 (65U/
ml) T, 221~1,570U/ml & FEEL WL
EIZERL T3, miE CKEEENEL W LEH
BEBOECRERZ L L VERICA LN, £
DEEMEELITBEBEL > T3, RERTFED
2 Bl iniE CK i&MARIZ 1,116, 507 U/ml 3% L
WERTHY, ~T o RHFREEED 4 BHlOfEiZ
40~55U/ml m#EFE EH TH 2 (fdH 125 U/ml
LIF).

ERFHHEBEAT R

AIFR D 6 K 9 FEBNIC BT B AR DA
WTIEEER L D L CUZFrRA AR S L7z,
FHLWELDZ LN BEER TlZ, BN K
NARTE], THERMED A, ZEME, 1B, FOKORE
i, 2L T, MR SEEaBorEmr» s, FL
W RN ZE LD A bz, La L, ZBRZEMHIR
A b, L CRE—EF T KER TIETE
MEICEMEBIEMRME S 2 & D DREDBENE(LTH
-72(E4). &b, HERADOKHHEICRE A

X4 FpERAEME (SLER IV-16))
a i KEH b B HERE (X100)

LTV,

M LR E T, £1K891C type
nance DFTRIZA 5413, F72, nemalinerod %«
ELALN Loz, 72, BEETIE, Z-band #
streaming, FF#RHMED IR, WiZd 2 C DEHEFFR
THY, BENLINDIZALN L2 -7 (BT
57),

AIRELDBABEAIRIZ, P2 ba 74 —HEwn
ST &L, EREML ERFRLRANDZLWEZ S
IR H B &2 B,

BARAI. AnZRII-1. Bt 56~68% :

FRZX 1 (AnFK) IR L7z, 82 NCHE
WEI D B (ERATRIZRRLY OWMESR),

20/ BATEETIZLZ ), THRHEMHE Tk
EBED B FEMEO IR 2 I HEAT, SERRATRERICIZ, K
L HAEE, BT AR, BHIEMBAT. HEME
ASTRRICEBHIC, THOKBEIE L ORIl ICEEE
ICA LNz, IBIFEEICET. miF CK iEtE

predomi-
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i%, 56i%65U/ml, 667%35U/ml. 68REIET, HIKR.

66N HERT, BENMDER & FERTR %
27z, T4 bbb, HE ufb, #&(LY¥, BT, B
BpicanioiawWEBREREEILE A o, LarL,
HRHNEBN DAL LI NEAREDT, i,
rod, vacuole t &b A LN -7z,

FHNIAREL D 1 PITKRRRESTH B, 272
AFTix, miE CK EEHED LAY, BFELHNI:
DEZEZLNDIHIBEETHY, /2, B2 ANHE
SRR RRLC (1258), WROETL A LEW.

FRDEIRFTROEL (RSP 12k 3) [ &4
DFHRIZ, THERAEDEWFEHE, Lo,
#£3L, 2¥NEFEIE, BEHOTE, —WHick

LNBEMICH) A=Y VAIMRDTER L ETH B,

W HmERENELE BHLE 5B LIBRET S
A, e L TIBRTELEELEZ S,

B2 A (BERROBEWES L U2 odl) DBt
REATRIZIZH L FER, TRHEOEELEDH&RE,
BREHEMEOBIEERIE R4 ) BREEETH -
A

£ %=
F#% 650 ARDMD L XBPITZnBICET S
tRbns boicxtl ¢, Welander &, %L

T, #RFTR T vacuole #{¥ 9 distal myopathy
EENTWBEREF Dh» s 2 ~3 2N ST
T 1z~ L 72, Distal myopathy DOSCERICBIL
TREELY DXBREN DD, R1ICK-T, LU
T, ROFBHRICK > THB,

kIR - BRERE :

Welander B & ARDMD iz # W F N R - 72
Bz - BBEREE L TALNS,

EHELPND2HKFKRE Kuhn 59D 1 RRIZHS
22 ARDMD &2 5, K0S, THHDFRFRD
BTlE, BELIBRUNFHRL L TRTEL
CK EELEAIC L 2RAEBENN, RIBT~T
EF3, #HTREEFURNLNFELZLNT
W3 ARDMD ic/ET 2 L BbhBXEAIE LT
i3, BRIz, “TRLFEHRHITH S5

KRFIHL, 2KBRDN, T, BERFHIELA
1% (%
Markesbery & DRI 12, FEBIHFER TR

Will& LT kiFrz, 3 #EHIAS vacuole DFFIE
PREETIINDELTRERINTWED, BR
7 2 B (i CK {EMEEAEEIC A, vacuole i
Lewv) B L AEELD ARDMD ICIEWZ &
2B by, 1POREKEREML vacuole »°% <,
FHROFRRBIE N2 B,

=1 ARDMD ¢ distal myopathy #4&#lnasT

® &£ & Welander =43 fo1 48 Kuhns, Markesbery & AR, B&ES A, ERL
Myopathia N £ . Distal myopathy
b % distalis tarda | ARDMD ARDMD lew type o Distal myopathy vacuolar Distal myopathy
hereditaria distal myopathy variety
® & % (1951) (1967~74) (1979) (1981) (1977) (1980) (1982)
_—
RR(BH% 72 (249) 8 (17) 2 (4) 1(2) 2 (2) 1(7) 2 (2) 1(3)
Fi: G AD AR AR He AD L% AR
RIEEN 40~60 104 ¥ ~20% 18~27 17, 19 20, 19 44 26, 26 . 23~26
MR B Fo5 TFRORH TEK THERY TREKME TRERM THERE TRORM
13 3 N . . .
T B :ll:;;r essive progressive  progressive progressive progressive 15:;]\?0‘;' essive ;112:;1 essive i‘:)‘;ressive
BAERET s A ML L RS %Lt RS i A i A i A
mOE K TR <{hih BE> S BH> 45 IR >R EEZ{WW} TR < {955 JR i = {dih TR < {485
5 &2 myogenic myogenic ] ” » " ”
iff C Kt k5t LiEg=14 " 274 Lid-4 33;:4 234
P (+3 (H) (=) (5) (+) (2
) {& myopathic ?:j’;(;':fotg}iﬁc) " myopathic myopathic myopathic myopathic
S -
vacuoles _ _ (+)small (4 )large
sometimes (=) (=) single multiple () ()




KR, BEL? nflIBPOBER 2 HE6HT
vacuole DSEFEZHF L BB - BEREE L THLU
Twa, fEA - BIR S HHit vacuole #5858 % 3
BIORBRSEENFIE L Thr 2Tz, b, b
W % vacuole % ¥ distal myopathy iz, X#k L,
Bng), KRFIELTINEZTRT TRV 2»
DREERD HH DD, Gk, BROFFRIC & - TEE
ENT, BIE-BRERBE L THILENTOW LD
LBbis,

BHEROhES, BEHEAL

ARDMD Ti: TEERHEREIZH L 2 ic BB B AL

(B> ThHd. ZDRHREIZINEILL
HTELZL B, Zisxt L ¢, Welander B Tz

(TEROZEHEIZ S ERATFE TH 2 atypical case
TEH) MHEL (B <{BE) T, BLLIT
REEZD, MELLIITIRELZENTWS,

Markesbery & % Cid, HEFEN 2HTIZITHR
BEkE, BEH>MBTHD, RRREN 1FIZRTH
<MHTH5D, 72, IOV HW B vacuole %14

9 distal myopathy i, BBz v LEH
ST, RIVHEL LI TEL( L >TSS,

& CKEMMn LR :

ARDMD a1 i CK i&EfED LRI, FEEH LI
HEE~EEEL L CTE2Y, @EHEDINE~20F
HEVEENLLETH Y, Welander B Ti3 5o#
BT WHIBHLLLZ LRI ZwERBbNLS, M
CK {EHEMEIC DT 4 Markesbery O Fliz 2 iz
SNTE), BRO2HITHEL, RERED 1
FITIZ EAL Tz, Wb 2 vacuole NDdH 2
distal myopathy Ti3 EAIZEE LWL, FBEA
LN Twicy, miEFCKEHELAIC L 2HRESE
{Z ARDMD LIFticiz Zevs,

AAEEFF R, & < = vacuole DTETE ©

BHARERAT R, EICA 2 L 5123~ T myopa-
thic ¥ EIH S L Tv>%, ARDMD (235 5 i3 dys-
trophic DEH % A7zt Fi#lE, DMD D&
1% # BRICHE V> T, myopathic DETRIZ, 50
vacuole, £% mitochondria, ¥ 72 MR D R E
ZENFETLWEWI L ERFHETE, ¢
LTS,

Vacuole % V> L rimmed vacuole DFIEIZ DWW

T, ARDMD Ti3A 5N Tv%vs, Welander B
T sometimes observed £ 2TV %, bW
% vacuole {9 b TIL, ZNHIEELWLEH
FHIZALNLTW S,

H b O

ZH#H 6 vy ) ARDMD D458 %815 - ERERAY
ELTOBEL» LR, F72, & ICTRRBZEME
DIBEE, ML, niE CKEGHELR, #
L CTH#fRICB T2 vacuole DFEER & ) H 1T
TELICL 72,

AIRTY M distal myopathy 3L T, Vb
W % pure muscular dystrophy % 7 3°1) —IZ A
5 ENEEHELNDZEZ Z 5, autosomal
distal muscular dystrophy, 3 % # % myopathy
& ¥3°1Z muscular dystrophy & LT#h 3.

AEXTIrEL, OARRTL TEHKRE2 T2 ¢
TELFHUEN 1] (68mBYE, RERES, X
HL12FMBEE) DEENEL %, WRMANE
HEKLTRL 22,

recessive

X R

1) =R, &8 By, NFHME, 132 Distal

myopathy 81 -FEFREY, HER 7 KRIER &

LYEXXRElIC OV T oK. EBRREE, 14
963—963, 1974.

2) Miyoshi, K., Iwasa, M., Kawai, H.,

Autosomal recessive distal myopathy observ-

et al. :

ed characteristically in Japan. Jap. J. Human
Genet., 20 : 62—63, 1975. '
3) Z=HFfask, BY OB NIFHMEE, 30 BRE
REHERMEE P X + 2 7 4 —§E Autosomal
recessive distal muscular dystrophy——#%*¢
Bl icabnaH L RGBS R b7
4 —fE——, BAEK, 41:3922—3928, 1977.
4) Miyoshi, K., Iwasa, M. & Kawai, H.,
Autosomal recessive distal muscular dystro-
phy : A new genetico-clinical entity of
progressive muscular dystrophy. In “Muscular
Dystrophy”, Proceedings of the International

Symposium on Muscular Dystrophy, Nov., 256
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5)

—27, 1980, Tokyo. (ed. Setsuro Ebashi),
1982, Univ. Tokyo Press. pp.471;483.
WiR—%, e, RE ZFHREEKSHE
KRB A bu7 4 —E (S5) o 1 HRH.
[EagT R AMRERER) HA T4
—ENREMFICET 2 BKRNAR), 5H
HE), BRFISTLEEEFTIoHE . 1983, pp.248—254,
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6)

7

Kuhn, E. & Schréder, J. M. ! A new type of

distal myopathy in two brothers. Neurology
(N. Y.), 226:181—185, 1981,

BAREE, =FF1% : Distal Myopathy SXBREE.

EAEETHER B RERR) TH A be 7y

—fED R ICBI T 2 BRI R, (SIF3E)

BRANS64EBER Fe 2, 1982, pp. 241— 249,



47) FHREBEFBERFBEH S X b a7 4 —IE (Z4)

D 1 BB

MARE B =2 S

EMHEEL EHE T 2 5 FE %K A distal
Mpyopathy |3, Welander? o # 3 & & 4 &Y
(Myopathia distalis tarda hereditaria), Magee
5%, Bautista 5 OFL4HEAY, Biemond NEF
B =859 O ERREARSER, rimmed vacuo-
le # MEEARFHE T2 L oen 0L, BIR, BR
HRASIC L IRBEBIEO L2 6 L SEBEDREES S
ATWD, =i o o'HEE L 72 distal myopathy i
AH D 8 KRNDIRE L BIR - BRRPIREICEDE,
RIS & 2 AEAMS b BEE T, EATRRFS X b o
T4—EICERTZ—RUELTGHEINZLNT
H5, BIRVUOEIBRRBIZELZ LI N T -
2%, SEMHT1EE (AnR) 2HRLIFL.
ZORRIBBREDOMR AL ML, MHoRE
ENREALRT D LICOELRETHLNT, #

RELZHFLICHET 5.

iE &
685%, 3. M.
E5F . TEROBA., TROBERE,
BiEH L URRBE - DR, FEMICIIEETL.
WMEHEHHABIELVEVDLIIZZ L5 5D,
HEICKBEIX A - 72, 1B F 7 X, 45rktEM
B, A8mEY L BIBRENDEREZIT TS, T
BEOHETIRBRICHMEIND LS Ickn, 37
REMERSRICHERHEZ, TROBEHEICS(T
VWi, 45RREICIIFIC LB AREEZ B L Ich
-7z, 565%, ¥R, TEELHEC, NELLTEHE,
BT A MRS, BHEMHITIRESH LNz, BT
BERETL W, miF CK EEEIZ658AL & 8
EERZRLZ. BEBI544ELLA (66i%) [EEMRE
FRic AR, oL L0 B TREE, H4T13

*BBXFEYPRE—FE

o o# B KR (E =

EHADALTDORIETH » 72, MEEE, KIS
1370 <, miF CKiEMHEEIZ48847, EBFIS564E11A
(685%) X NIz, WK, RBEH>Ubh, FEREE
YRR, BEBFISTH 3 BFETCL 7=,
RIEE | BHEILEBSELZ LTS, 812 AdE
WBETH B,
BIRFAR | 2 WEFH, £FHHOEEI AL
555, & ICTERICHBEERHDSL ( 6 AILIHEER
LTwv3, BElERES, U HORRIZIRIEICIZIZES
ICERSINEBTH S, H, BEEHRIBHELL
BEORIHEE, M2 RY. KB, B K
H, EROEBICLEMEIID BT, B, Rl
BIZEAE XL, E¥NGHEEETH -2, Bk
BRICEIN L7222 s BRI OWT, ML
¥, EFHMSBEREL T2,

B (12408), 8, ORICIIREEZEZDUhr -
7z, BHICIZBRIB 2SR, [UFXISRIE &, 3B
Lo REXM RS RB SN,
FAERSRIRT R | B AR I BIRREHITITIR D A &
ILL TV T, 38T 2 RN ERIER 2R T (K
1 a,b). T TIRHEEDOKE & REDIRII#HH A
Ld, BREFHBRMEIIRERZFOEENEHED,
5200um % Z 2 A KHBEL, HFREME

(opaquefiber) (K1 a), 5rEiikIHFE (segmental
necrosis), HHMIAEA, BE (H1b) »EAS
., WEES(X2 a), KEBITIEE, #HEEK
% (@2b) CREEDOHBEMEDBIE & peri-,
endomysium DML % 8272 h%, HRMEEIL X
CRIzNTWiz, BRI ARNTEE2RL, BE
DR GIRHER IS/ MEMMEDIRAE L, B2 IS/ MER
HED/INE e EBFEHERSD b iz, Bh#RHED splitting
LELBBEEINL, BiiasEmL, PO S,
MICIEEORBEIEHRE» REB S (F2
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a RHEEOTE, MEEOMALYI A LS.
WEDTE TRV RIE. AT RE 5
T3, EEBENCEL WHRT, A&, M
HLEHE-> T3S,

HE X80

b). $E%, TUEH, EBEOERICIZHBRMERES
BUEBAEIZIZE A Y ok - 7205, BEOTE, H
DA%, BEBEmAT A D, BIREHERE S (K3
a), BERBRRB I LML rEBESIN LY -
fel®

AEIDBHAICIZ L L%, BRI T, &
=) RS EIEALIU B R, B, IR
R XICBEI N, R CEREIZMEREET O
INEBH B VIZHIRENEERICEENERE T
LTsH (®3b), 10um %22 2 5eHKEED R
DLz, A=) SARREERICELT) X7 R
FUERALITLITHFEL Tz, HEREICIE S
LaTEELALNR, ZREEIZIIERED LN
727 rimmed vacuole (27 {, HRIEMEMITERED
REINnkr»r -7z,

X1a, b HEEPEER

b FRoic AR & 1 O S EIRRIRFRIE &
ZHUSPATL THEBBRMEI LA TV S,
HE X320

ML FRRER | BN L L EERED RIDE
Hl, type predominance 7¢ & #HETL D575 BE H*
HomicEEIn~z (4 a), EHOLRA T
LIT—RETIE VD type 1B, type 1, 2 FEHE
(IWIEERS, A/, BERS) oEm» ALz
(H4b). BB EH TIZ type 1 BRHENDEHE & KD
B0, type 2 MHEIZEMEL L 2 vy —>
ZxL7z (®4b).
EFEWMBRR EEEH* A5 &, AL T
LT 5 FOEBD B RMRMEENE (Fra 2 TES
DELN, Z# streaming) &, ZIUTERL THA=
) AR AT (R 5), ZofErNKkEENE
FEme )Y —2an () ET7RFER) LLIFL
ITBBEIN, BRELX 74724, HAKRLZE
FREE LW,
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X2

b IEERE

IO BN, MHERBENOTRE, AIMERUERE
BELUFRPRES ) ICRFRHEIER 2R,
HE X160

a BIEE%
FERMFAL L 72 iR M, PoicksEsibL
72 EMER, EIC/NMEMRMERE, T2 splitting

A L5, HE X320

3 =A®

W MO TRIE, R, INIEMRIE
(1) %5+, MBEOMNE %A,
HE X80

NTT7 4 HIR, HEET D BRI SRR =)
RRERERE N EARRHES A S N D,
PTAH X160
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¥ 5 x 3 2

NUMBER OF FIBERS
X

M _TIBIALIS POSTERIOR

THENAR

DIAMETERW)

MBILFEFTROZE &5

BEFERS, myosin ATPase it (pH 4.55)
EnBHEIZ type 1, Tl type 2 »¥EALZ &
DB, ELICTOHETIZtype LEHEDL H
5.

HISTOGRAMS OF MUSCLE FIBERS

ey = = S
.
p
N
i

WumMBER OF riBtRs

b Mg (EL), BESH (BL), ®REEH

(ETF), =A% (BTF) oezxtroa
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=) CRRES S AL NS,

B - HFEEOMBFHIATR | BN, FTREEIR L L E4E,
EEj= 2 — w0, HRIZZBHLNT, BIE
IRAEDHEIC L ELIIRHE I NZL W, 272 LE
BRIRIRIC 1 2 DFIERE/INEET % 88 7z,

=z =

ARBIDFRNDIREIZEHICHT2 > TA LI5S DY,
MEE7ZTRBEIE TR & CIC/BADGICERE L T 72,
N2 DVEIRIZEESE (piecemeal necrosis) %R L
eI REVESESEARTH ), #ITEH > X o
T4 —EICHBLETHZY, FETIRZNE
O W EAWPEBICINZ T, B ALu T4 —fEE
L T P2 BT A D BE, X< 42K
KosHmbnrz, FRHBP R e 74 —ETIIEE
12 & - TEWHRMED ILEIFDT, ) K7 X
FrBRIAEBRICHBT 22 3w EBhbn

20, AFITIILLALIFLIEALNEELTH
S2IZNDT, TNHLIZDWTEER2NZ 5.

F=) SRRRIKIZ, R ) > I A F DR
5F, MROBERBICEL THERMEL CI2ZR
BREAE (a-T27F=>) OEHICHEL T4
L2ZErEmenTsB), #TEGS A o7y
—IEIC LM% S I L1835, Distal myopathy
Tld Markesbery 52 (5 3 #l), HNEFL? nHs
A N5, BflIcALNI A=) 2 EEITHE
FRRHEDZEMEICREE L TR - 72 IR RE9E(L & E 2
51 5. 7 B Edstrom 51 5%z Welander %
L% 2 515 distal myopathy (= R L 72 gAY
74 7 A b (skeletin) IZAFNIZERD &S i
-7z,

— R IZ 7% - THH#RHMED rimmed vacuole 28
T % MR E KRR & 3 % distal myopathy %%
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s, EH 3 TV 3, ZEa%E i Welander B
7 distal myopathy ICH B2 A LNLE LWV,
Rimmed vacuole IZ 3 =) #iEE+ /L, BE7
AR7 7 —EEBEE LN TWEY, TN
Z & i3 rimmed vacuole Z/IERE &  ICEEHE N
Rit#ic %3 % autophagic vacuole T3 1), #Hf3
HABERo—BRN 2 K 2 FSRNEETH
22 EERLTS, BEREIIZH ARG R
WRRL CARBORL ZIRBICOLHRAT L Z & 2f
I N, bhrbhoBERTIIEREEIIZS
BBMEBEINLZITTHY, & IZ rimmedvacuo-
le i3 R & 1% > » 72 %%, autophagic vacuole 7
WL Y'Y —2DERTH DY K7 ZF > ERH
AbizZ i, BFIIBWTL YV —L2E
5535EM LW LEABEIBsTWE I L ER
BT3bnEBbnd, itz nsrel) R
RiEE AL, BlboEvEe, AR %

CRBROLN/2Z LIZBEERD D S,

FHD & 5 KRB DBHERD AT 2 TS
TIHEREHEBZEINL 2% 5 vy,
Ba, FEEICIIMERIEHEMROIERE L 1 2 WEIR
%<, BHBROFEL ERD T K HESEELTH
o7z, BRI S RE, T, RIRMERE
Hatic A b DMEFRERTF OS2 FHRT 5D
PIRSBOBRBICE LTI L LT wA, Zh
REMOZEIIZ S V&S 7z fiber splitting <
B4 K7 % myogenic type grouping & LT
LEFELIEZBTHS.

t ¥+ U

HRBAREEREEIG S R F v 7 4 —5E (Z5F)
D 1BIDBIRFTR 2 8 L7z, B0 TR
E BB T, U LDHICEDL EH» - 205
HRENEERIEFDBERHICVSBLATY
72, REDERIZIEFRO L LM - BIE (piece-
meal necrosis) *EAXRTHN, XA tLtuw74—
ENVREELRBETHS., FHTIEL>»L, Zhld
Sz A=) SARREBE, ) K7 2T HiEE S
723 & O RS ARSI D - T B AT HE
AR E L7z,
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1)

2)

3)

4)

5

6)

7

8)

9)

10)

X [

Welander, L.: Mpyopathia distalis tarda
hereditaria, 249 examined cases in 72
pedigrees. Acta Med. Scand., 141 (Suppl
265) : 1, 1951,

Magee, K. R. & DeJong, R. N. ! Hereditary
distal myopathy with onset in infancy. Arch.
Neurol., 13 : 387, 1965,

Bautista, J., Rafel, E., Castilla, J. M. &
Alberca,
with onset in early infancy. J. Neurol. Sci.,

37 1 149, 1978,

ZEFRIR, AE B, NIFEME, EaksT,
HTEH, /CKHEIEE, BRkE ZHEH:
HREREERIGAG A F a7 4 —fE. bot
EIice K ItA LN LVRHEH X b7
4 —fE, HAEEIK, 35:3922, 1977.

KRFEH, PE4HE, # LB SREX &
£, BEFK ! BRECEENEREEZ
¥ - 7z distal myopathy »—J&%Y, FEWEL,
12 : 40, 1980,

Fukuhara, N., Kumamoto, T. & Tsubaki, T. :
Rimmed vacuoles. Acta Neuropath,, 51 : 229,
1980.

WEF R, WATEE, NEB—ER, HEIFF,
TSR | BRI EH e s E 2 )
REEY (myelin  figure) DORIM%EEBH 72
oculo-pharyngo-distal type myopathy o 1 #1,
ERPR#HEE, 19 © 602, 1979,

Cullen, M. J. & Mastaglia, F. L. : Morpho-
logical changes in dystrophic muscle. Brit.
Med.. Bull. 36 : 145, 1980.

Markesbery, W. R,, Griggs, R. C. & Herr, B. :

Distal myopathy. Electron microscopic and

R. ! Hereditary distal myopathy

histochemical studies. Neurology
(Minneap.), 27 : 727, 1977.

Edstrsm, L., Thornell, L. -E. & Eriksson, A. -

A new type of hereditary distal myopathy with

characteristic sarcoplasmic bodies and inter-

mediate (skeletin) filaments. J. Neur. Sci.,

47 1 171, 1980.



11) Biemond, A.: Myopathia distalis juvenilis
hereditaria. Acta Psychiat. Neurol. Scand.,
30 : 25, 1955,
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48) Debrancher Deficiency Myopathy—inclusion

body myositis & % \>i% rimmed vacuole
% ff - 7z distal myopathy & o858 —

el
MRBE A& B OH#E 5B
& ok F &
BB ¥ B
= o)

£, AR T “rimmed vacuole #{#- 7=
distal myopathy 25888 & % Y, TOREES» L
“inclusion body myositis” & NBELEMEB I L
Tw3, LaL, IhFEFT2oEbZeflE (R
$HEER) ICBIL TS L ITEN T d o 2,
4-El, rimmed vacuole # & ¢ % myopathy 2%
S5HEFICEL, 7Y a—4rREBOMED LD
BHEATL- 2.

i |

fEPI1 (9ktE) LEM2 (2B H1)
FERRT, BEMIISURRD) & 4)IcmE. ERI3 (32
BIciE) IZINREIT, FOMEEIZSCER2) & 3)iIcH
&, TN L20RENRIET, WEFRIBEMNE
HE (KREENEERD & BOSHFLIR M L FMR) HRIRICE
17, M CKEIZEE~PHEE LA, 245MiER
#HOFIFE M BRI AR TILRIIEED EARIGE
RET (FERI2). FEFI4 (345RBHE, MBI
2) ~3) BRHLHEVER LY, —BEDH
ERLEDH TS, BRRIEIR, EMHEMOB

NAIEICHHEN & TR OTREEET 288072,

FFHREREES ), FERTIIFHEIRICZY 2 —5
> ORFEER. CKERBHFE LR, MyFI3FHIC
{&T (Z=fEF42mg/dl), BibgRE L AT SRER TILER
EHREF, EFS (G6RBE) 2P REL BN
BEMDOBR I FLE, MiE CKEIHHFELA,

*ERBAFEXREBE=AR
* * NRE KM MARERAFRIES

ol
= B —*
# ¥ BB 5L+

Jt 5Le

/| o

E & B B2
th % R

ERDHREMR

EP 1 ~ 3 IXFKBOTREZEL, REHRENE
RIZZERZEET, HERETRINALDERIZ
basophilic % B THERE LN TWT, wb® 3
rimmed vacuole D&% 2L T3, PASHET
I3 Z2BaER, Z=RafENER, H Vi EN LEBFRO
EfZic PAS BB DR E L EM L MATICE
7z, B EH1% T i3 rimmed vacuole iZ, glyco-
genosome NHI& L Y %D, Frric7Y) a—or>
DEELERMEDBO, ELHBRHENEA, W
I31Z2200m D7 4 T A > MRIEEWMOEEE
Bodiz, INLDT 4 7 Ay FIREEYIIERIE
EEEL W, EFI4AICRTIE, 3EAEELT
DEHRHEIC PAS FBHEWE T S N EEHE
p~40p DXR/NFERZ DL E B DI, —TRDRME
{3 rimmed vacuole 2> T\ 7z, EERIETIZ
PASBBMESHHEIZ ) 2 — 7 BRTH D I LDt
FERZ X 72, Rimmed vacuole 2% 3 % #4513,
glycogenosome D HEFE L VK-> Tz, AT
2, 74 747 MREBEYOEBRFBRIBHLNY
Bz, fEF 5 DIRENTRIZEIERT, £
& 220813 rimmed vacuole DHEFHEEH L Tvarz,
BIHTIZA, BHHIEZE20nm 07 4 7 22 Mg
HEWEEH,

) a—5 R
ERBOT) a—REGITOER, R1D
BICEBIL, 2, 4T a—yrgEIHEML
Twiz, JEFI 1, 2 Tl3 B-amylolysis DR, %
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R

1 EFI2neHE
#& 1 Glycogen and glycogenolytic enzymes in muscle
Gly??gen p3) Phosphorylase3) u) Neutral 4

Subject Concentration B-amylolysis Total Acid Maltase Maltase
Controls”) 8.09 + 3.48 31.2 + 2.5 78.0 + 21.1  47.7 + 13.2 2.61 + 1.78 2.91 + 1.51
Case 1 24.0 17.0 70.1 30.0 3.70 275

Case 2 23.9 11.0 60.8 16.2 2.13 3.76

Case 3 14,7 ND 92.2 32.1 1.86 3.55

Case 4 66.2 ND 68.0 19.8 5.03 4.26

Case 5 12.7 ND 134.9 120.1 2.77 2.66

1)
2)
3)
4)
5)

ND

Glycogen concentration = mg/g.w.w. of muscle.
g-amylolysis = % digestion

Phosphorylase activities = u moles/min/g protein
Acid and neutral maltase activities
Control values + SD ( N 6 ).

= not determined.

digestion 25§24 L, 771) a—4"> DOIMAFEAFE
kv o) s B AYHERS 2 7172, Phosphorylase,
acid maltase, neutral maltase (2 5 il & L I2HFIC
BEZBDOLH» - 72, M debrancher acti-
vity (ICBIL TIZR 2 ISR T &L 9IS,
assay Tl glycogen ~ ' C-glucose @ incorpo-
ration (ZfEBI4 T O TH N, HEHFI1, 2 THEHL
A&~ L7z, Limit dextrin O{E{LAEIZEER] 1

radioactive

n moles umbelliferone liberated/h/mg protein

~ 3 TEHIZIEKT L T/, ERSIFThns
# T 3 debrancher activity IZ21IEH T - 72, FEFI
2 TIIFHEM A 477 - 7257, debrancher activity (&
IEEN1/2~1/3TH -7z (F3). HRIMEKD deb-
rancher activity (ZfEBI4 TO0, fEP 2 TEHE,
FEBI 3 TIRIEE TH-72 (FR4b).

—256—



| 2 Debrancher activity in muscle

Radioactive Assayl)

Limit dextrin as substrate

Subject (units/g protein) (#moles glucose/min/mg protein)
Controls?) 143.6 + 31.5 1.82 + 0.46

Case 1 7.6 0.13

Case 2 13.1 0.08

Case 3 ND 0.05

Case 4 0 ND

Case 5 228.8 1.71

1) Incorporation of mC—glucose into glycogen.

2) Control values +SD ( N=6)

%3 Glycogen concentration and debrancher activity in the liver

Glycogen Radioactive Assay” Limit dextrin as substrate -
Subject {mg/g protein) (units/g protein) {nmoles glucose/min/mg protein)
Control 1 30.6 3.56 9.26
Control 2 31.7 7.88 5.37
Case 2 33.5 1.56 2,60

1) Incorporation of wC-glucose into glycogen.

#+ 4 Glycogen concentration and debrancher activity in erythrocytes

Glycogen Debrancher
Subject (ug/ml packed RBC) (units”/g Hgb)
Controls 2) 8.3 133 + 26
Case 2 ND 22
Case 3 ND 137
Case 4§ 36 0

1) Units of debrancher activity caliculated as described by Van Hoof.
2) Control values + SD { N = 1 for glycogen, 6 for debrancher ).

HEEBUIZEEH

BREGE»LAB L, EFIL, 2, 3NS5
{3 “inclusion body myositis” D&+ iHET 2.
FEB) 4 1%, FAEIITIE “rimmed vacuole” # &+
5%, INEFEKERTHID, 745242 M RE
EWLESHL VI EH 5 “inclusion body myo-
sitis” & IZBP~ L Bt, MO DRPAIZHL T
3. BRIE» LA 5 &, EFL1, 2, 3i distal
myopathy TH» Y, fEBJ4, 52 proximal domi-
nant Th3, 77 a—REOEH» 513, EH
1, 2, 31X debrancher activity »¢& = 5 285

IZIET LT3, fEH 3 137 Bk T debrancher
activity PIEHE TH - 725f, ZTHITEF 1, 2 »°
amylo-1, 6-glucosidase RIETH 2 DizxtL, £
#1 3 iZ oligo-1, 4-glucan transferase RIATH 3

ZEBBEEND, DbknZ kY, #EFL, 2,
3 [ZERFPRAYIZIZ distal myopathy T& 1), REZ
BJiZi3 “inclusion body myositis” T, W& * 4
b¥b EvHW3 “rimmed vacuole #4495 distal
myopathy” T& 1), H{b%E91213 debranching
enzyme EMHNDEH LK T 2 42 3. = 7 de-
brancher deficiency #* primary 24 D TH 5 H»
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&9 HicBL Tz, EPF 2 DI L RMERT de-
brancher activity {ET 24 T3 Z &, I
AIBE M B REBR CTIEBEN LR A LW L &Y
primary % b D L& Z B, fEF) 4 IZEEREVICIZE
MEMOZEHEEZREL, EEICIIH L FomE
#EET 24 5% debrancher deficiency myo-
pathy & ZM¥r& 17z, fEHI5 i3 “inclusion body
myositis” DFEE % 2 L 7245, debrancher &M
IFIEETH -7z,

Lllkopz & kD “rimmed vacuole {572
distal myopathy” B:\>i% “inclusion body myo-
sitis” DA% { & L —ENEEHI debrancher &
BNEHLBIEEBDHDHZE, FLT, ZOHR
iz primary Z & &% 2% > TV 3 HEIEL
WZ E2ERL 2. '
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1)

2)

3)

4)

X R

Osame, M. et al. : Familiar muscle type amylo
4 th Inter-
national Congress on Neuromuscular Disea-
ses, Sept. 1978, in Montreal, Abstract 207.

# 5L, 3% : Debrancher Deficiency Myo-
pathy——Inclusion Body Myositis & 7 B:&E—
—. #5230 B ARSI S IHIC-14(258)

Osame, M. et al. : Is“Inclusion Body Myositis”

-1, 6-glucosidase deficiency.

“Debrancher Deficiency Myopathy”™ 7 ——
The relationship between “Debrancher

Dificiency Myopathy” and “Inclusion Body

Myositis” 5th International Congress on

Diseases, Sept. 1982, in
Marseilles, Abstract WE 63.

5L, 134 [ Inclusion Body Myositis ?
#h7%# % 2 L 7z Debrancher Deficiency Myo-

pathy D EIBaH. 4G, 1911321, 1982,

Neuromuscular



49) Distal 3 X ¢f Quadriceps myopathy 2 B} 3
HEX Z & IS KRR DOE F FET R

= %

mRBhE K& M OIE #*

HARGLRIZ, BEETETRBREERAT A
FENIES, MBFENCIZREMRICZ L {, rim-
med vacuoles, FHEEIEAFAMLEZAE L HANLS
MHRLIZRLIHFREFIORBHETHE, F5
BB —ERTIZ fiber type predominancy »%52&
s, X, HERE, #HEEEZEE, SHEERE
2t SHAEMEI BN ENIBFEY BN, FNIR
WA EKIC D 200, HB i, RGEE
CLBEENGFET2D» LY, L BTHALES Y
%\, '

4E, BHERIC L) HBREREEELBEADEE,
ZOBIFICONTERELZMZ, 18 TIEREHE
NEHRICL 2BRFEL b THITURETL 2.

ﬁt

2

& By ArXDhH*

BoHFERIET S B (FR1)., WRIT Distal
pathy 3#1 (FEFI1, 2, 3), Quadriceps myo-
pathy 2 B (FEB1 4, 5). Mz, SEDHEXR
FEOXNR A 5 i2s1 5 4%, Distal myopathy & 1
1.

myo-

Pl &

BEXIZ MCV 8lE % & s — KRV ERIC X
LHEEHBEXEZHAT. $1 - 2 Flic>nTU,
Desmedt 52 5 EIZHE - T coherent EMG %
AT L 72, T3 NMU R o —E % trigger
ELTCEDRIENERE2EFINTI2LNTH S,

St BX S o 72 9, 1 DR R % BT 72,

Short duration, low amplitude D &EMEZEIL

xit ® (Myogenic : My), NMU ?4>, SIRIEBEALL(4
B & D rimmed vacuoles, N A mV L k), BRHKE (fibrillation, positive sharp
xr1 XNREH
Clinical | Distribution Clin,Improve.
Case course | of amyotrophy |Serum CPK | by steroids Biopsy
1. G.N., 4by. M. 5yrs Distal 87-293 - Flex.Carp.Ul.
i 157-207
2, S.M. 34y, F, 9 yrs Distal (Prd.10mg) — Deltoid
: General, 92 - 40
3. K.N. 25y. F. | B Yrs | gistal dominant | (Prd.60mg) - Biceps
745 - 92
4. T.N, 32y, M. | 26 yrs | Quadriceps.Blt. (Prd.40mg) — Quadriceps
) 228 -75
5. K.U. 39y. M, 3 yrs | Quadriceps,Blt. (Prd.50mg) — Quadriceps
* MK B KA B S SRR AT I RY
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Needle EMG Criteria Max. Weak contraction
e .
R Ll RVERTWTERRTTI TS SR I
TAAAALANEREUANRURRRARAAANRR ANV NA\NNRARY
Myogenic pattern{My)
F bR RASER N | |
\ A “a \ ' At AR AR \
e
H_ o J, ] J. J :4 i
Neurogenic pattemn(NG)| +v \wit\W i siiehiny iyt st
AUEULALUUUUUVL A AULAR AUV AUUAAAAANAEEAE  AALAARARARULEEURAREAARARARULAREUAAAA AR «
4 at rest 1100uV
N AALERTATARATATERR ATARARRAR ARRARRRARRRNARANNR NN NN
polyphasic
Intermediate pattemn(inM) + ----~--------------- reptfomtirtefrepimetieiers | 1 MV
50msec

1 HEXFFRFED 2HDHLE

wave) % & o ##% R % % {b (Neurogenic :
Ng), &5z, 1 mV-10msec Bl THHENEFS
7 ZARMEH (5 ABLLE) % A (Intermediate :
InM) &3 L 72,

b= £
1. MCV (ESh#@EnMERE)

ERRIZTES - RE#E, THRIZEBESHEZEICD
WCh - BBLUT o MCV 28IEL, BREZIT-7
46 (351 -2-4-5%) TEETH-7.

2. SHHEBERIRR

R2IHGERRNFZ LHERLZ, HAK
%5 42T short duration, low amplitude 7> §5 it
ZL 2 BB D84%ICEEDH 72, 4 mV 2R T EIR
TEELL 2 25% 12, denervation %7873 fibrillation,
positive sharp wave #19%iz F L E1LE2H 7z,
BIRIBEN - BRBBIIMEREE{LEEZ LN

T3, BAUNSRUEFRTLHRESI N TS,
FHALBRIZALND 2L DHBSAREIL, 1K
T2 L SRMEHRATHRE L HEL ) B ERA
ZRL 7,
3. Coherent EMGFTR

R SAREREIZ26%1CE8H b, T OHE
LERUEGRINSHEETH -2, s SR
% coherent EMG ok DartrlL 7z, E2i3581
BlonieskTh . LERIZIENE LR, TEIX
FrHFL—R%ERT., A BERETNETERD
FHRTeRTEEA» 1 >HONMUICET 3 EMT
HB. FOFER, ¥ 2 msec 7 jitter, K com-
ponents ? splitting, 25msec 123 ¥ % late com-
ponent, blocking #3287z, Desmedt 52 {3, Z
L& DFT R % reinnervation # KB 5 & HAL
7eht, AETHRFLAZ2H (B1 - 26) LLE
BOFRZRL 2,
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"\—-—\I’ kﬁ ’.I‘ N —
i A AN SN——e———— e
—_N "'\,_/
Ao
N~
N N—————

2msec
2 Coherent EMG TR

A - BizxhZFnEp 1 o LB _E» 5186 h: SHEtEE, EER
10BN E Lk, TRIBE2NERE2TT. RTENOTRI 1D
> NMU D iEE B OTREL R,

¥ Vi3 splitting, *id blocking, * -

O3B unit NBAZTT.

EERDT#UL jitter DEEFH Z T,

* 3

BAERIC L ) HAKE % & 21 & u/z Distal
myopathy 3 # - Quadriceps myopathy 2 #loih
BHZEEICELD, WbWIHREEEbOMIZ, &
BEEZR{LZ B EEEICE D2, T, &
Xh o SREB R THBE N IMHEREELLLY
ETEHCEETH -2, ZDOFRIL, Lacy 5V D
BE*?XIFHTIINTHS, SLlIHmEE
FHEDWTNE LFEOREBETH 5 SHMHE (P
%) #26%ic82, coherent EMG D#EHR» 5,
Z b A reinnervation DEERTH % Z L HFH-
Endz, T, SEBLIMHOTHLMIZL
RERTH D, HAKGRICBITZ2HRERNS

13, EREZLNTWI2EDENZ EHREEN
7z.

RiZ, FERBBFETHEBIN T2 EEREEL
DRFUS DV TREIL 2, WbWBRHREATAS
N2 HEN ENMREREEELICOWT, SRMED
RTIIHAPIREEENDRIENDE R —RH & F
ZbENTwa, LaL, HAKBLTIE, Wit
e L THER - HERIEHENDBELTIIA
EFRIZZLL, - T, REERDTEEEIZHE
24z vy, kRIS, ¥ dystrophy T3 BRfsE - 4%
BXEOAMA»HERX EHEHEN T 5, Des
medt 541X, EH#RMELIC focal necrosis &L,
end plate # & % 7 \» distal B A ERRRERICHED,
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x2 SHEXFR
Kz, SHHERFTR %, ARiEZLSHIET 245 ERR » T2
HMER R L2, EEFREBEBRHOPTEREZEL 2B EIEE

Z

EMG findings Polymyositis %ﬂg%%%%g”
Low amplitude potential 80% P i i ;

YA o y+,++

Short duration 47
Fibrillation potential 16 15 19 (Ng+p)
Reduced NMU 12 0 0 (Ng++,My++)
Complex action potential 4 54 26 (InM+)
High amplitude potential 3 0 25 (Ng+y,++)
Fasciculation potential 3 0 0 (Ng+g)

(Sobue) (Qur Lab.)(5 cases)

3 MRBEAWMOEHENR
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fibrillation, positive sharp wave % * D EHRKE
L, Xtk BEET 3 MEEHERD> S oRIEDT
DU distal oA EHMELEZ 2T &, jitter-
blocking # 7~ late components % ¢ % %48
MEAHERT B Z L FEBRISRLA, Tz E
5, T AME 4TIt rimmed vacuoles & L TA
b N3 T e O EMER D, B dystrophy T?
focal necrosis & BIfR7%HEF L L TH S &, At
5T 2% denervation potential, reinner-
vation potential # 4 U 242 WREMEA #2185,
kiz, Distal myopathy Do 1 FlicDv-TE
HHELERICIIRELL, B3, HHRAXR
W3R %R3. Presynaptic terminal HDZH:
(&EN), synaptic cleft MEERE, KD se-
condary synaptic cleft D WEbFICEHEST 3
reinnervation & A 6L LB ET RS 5 7=, fil
12, BEERCRMEEETIE, S b2 Y TR
neurofilament 2*& %% L B E ¢ axonal swelling
%2 Schwann flANICEZlE2FT2EHER LR
BTz, Tbi, REMERRNENEEFE
ERETLnEEzZLN, EROHER LN
reinnervation 2 BT 2R L BbiL s, FAT,
I DEMREFEMERIBRBIEIC L » THRER
LLDHEHLOEMHERS, LENVEBFTRIE
BThbZlt, BHBEREMCVIIEETHS Z &,
MEEXERL D IEREEE BRSO E L
REL TRl REZADED L, BES
T3, BWREE2 L 22 2R THh 2 & B
b s,

FREBBTHEAINIBENFAKIL, wbWw3
#H A1k &, Distal
myopathy, Oculopharyngeal dystrophy %2, X 5%
ICEREHRLETLREIN, REREREEICH
LTEM» L LNTWS, LaL, 5E, K5
59 AN EHFE Loked» 5, SRMES
REBRLIFREZIEBR/L T3, 41, FBR
BEEOBKE - AMYRERICMZ, BEICLS
wAEE L, Ry, SERELHEXIC L 25K
RAEBYPIREELEIC, FEBEL2EZL T
COEEDS .

myopathy, Quadriceps

& B

(1. BAMKER S FINHENIC BT, HEER

B3, HEHIEAR I AR R B DR A
FRD.

2. BHERT, PERS 5D rimmed vacuoles, £
BENBUNMEE R AR, BELI»SHA
PURMEMREN R B L RSB AT DO RIRKR
ROERBEBERTRBT 252870,

3. FIENDRIBICIT, BFEMERILIC 2 TR
ERLEEL TS, TOBFICOWTEES
Tk -7z,

X R

1) Lacy, J. R., Simon, D. B., Neville, H. E. &
Ringel, S. P.:Inclusion body myositis :
Electrodiagnostic and nerve biopsy findings.
Neurology (N. Y.), 32: A202, 1982,

2) Borenstein, S. & Desmedt, J. E. : Electromyo-
graphical signs of collateral reinnervation.
New Developments in Electromyography and
Clinical Neurophysiology, ed. by J. E.
Desmedt. Vol. 1, Karger, Basel, 1973, pp.130
—140,

3) HMKRITEER: SRUHE, HARYE (BEXZ
BR - BAKXIR), WA, 1973, p.455.

4) Desmedt, ]J. E. & Borenstein, S. : Relationship
of spontaneous fibrillation potentials to
muscle fiber segmentation in human musclar
dystrophy. Nature, 258 : 531—534, 1975,

5) KEALY, £FE & vwbWwaTHAKEGL,
2B 2 HEBENFAKRDKERYE, BAEHE T
ERBMARELR) PR 074 —ENRE
BB T 2ERKHIBTZE, =3RS, B
STEEEWEREE, 1982, p.37.

—263—



50) Wb W B TEHAKRBR BT S
AP B A RO R

& #E
et &

Distal myopathy OHICIZERENIC ZED
rimmed vacuole 7°& 5 LA EFIAH D, FNDE
BESHBORME L k> T, 2 5EFTIE
GRS IC U MBE RO BN ARI RN ENT
VW3, BEEENE ALK Chou (1967) V', BL U
biibn? B SREH R TRE L TEUK,
HAEZ TR0 EnfE2 DBERETREENT
W3, HAKREETIHRIIREFAI»ZL S,
BHEEITETH 2 Z L2 b AEH SR (Yunis &
Samaha) ¥ DA LEEBEN TS, LaL,
HABRHROBED 2 BFRET TS &, LD Dis-
tal myopathy & $A{LDIEFIH SV, —TF Quadri-
ceps myopathy =° Oculopharyngeal dystrophy®
CLHARDBOHLND T &b, HAKHBRD
HMaz2BEREFTILEI DD, —F, HAERDE
BICOLIMPMEER DD WIE 74 2> FPREES
FEFULDOIFET S, FHRTIE, HAKE
BT 5HRPILIFIZECL, HAKDOTEBRIREH L,
ENEATIRBOBBLEHEL, XBBlEHb
B AKDOREFERMEICOERETL 72,

fiE £l
({1 -#EH1~130nEELT)

<EFI 1> 19714 Ic#f AfK % F 3 % Chronic poly-
myositis & L THE L ZIERIZD, TDEDRE
T Distal myopathy & ¥ %27z,

GEPI 2 >ibbeic THAEMRKEAT R 11, polymyositis
DM TRT oA F2EMMREI N TV,

GEF 3> 1969422 Atk % H 3 % Chronic poly-
myositis & L CTHE L A, £NILIZFER
BLTLHEME, HAHETIIMAUKBERIIICESL,
ERIBHFEITELZWLEFLEEEHEZ LN,

*ARBXFEPBREPEAT

ﬁ*

& B AED*

Quadriceps myopathy & ZWi %7z,

GEBI 4> MBI THERKITEN, P ALV
7 4 —IEDRMIEZIT T2, HEME, BHE
TIZARBEIRICIRE UERIZBRBEITE.

GEBI6 - 7 - 8 - 9> Acute %\ > L subacute
SRR 7 polymyositis T, B5HTE, BB EELLN
BHETH»H Y, CPK DEWL T, MmILITHE,
CRP BN RIEFTRZHE > Tz,

CGEFIN0> FEERE(LIZ 2 FETL ) B3R,

GEPIID BBk, BIRiERRIZ8 » ARTLY,
B LIz HER EIZIZELC 1 » AT Y BB,

GEFILI2> 154ERTL D LV A/ —BR, BERE»DH
72, EBiE, BEERIZ 6 » AT L D M.

GEBIL> 14EBNCEMERS ) X TaA{ FTR
¥, ATu4 FRIEL26 » ABIEL ) SHERH
Hi,

BERIINTIRIG  EF1 ~513XTuAf FT
CPK DIE#ALIZ A & L7z 5%, BEFRIERDTEHE X A
Loz, FEFI6 ~13 (BRERIY) AT
v F, &3WiieEHRogtRAick ) CPK
BRRERNEE S A LNz, EFYIZAT A F,
SR IMEIH D5 T CPK %Iz & 5 L7277,
BRERIER I B L, BRYE, WRBRLZHRL T3
Tl

— B BEAFAE—fEH 2 -3 -4 -5 i short
duration, low amplitude D EREZEIL & H b4,
high émplitude, fibrillation, polyphasic wave %
FREFEZEILD A S 7z,

fE®Y 6 ~13-TiZ short duration, low amplitude
D REELHEMR T, 2$UC fibrillation 254 &
.
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%1 Mpyopathy with intranuclear inclusion body
Case  Ace AT|Dura- Serum  EMG MuscLe HisToroGY INCLUSION RespoNSE CLinicaL
onseT | T1oN  CPK FieL.HieH CerL Rimm LLAM, 10 DiAGNOSIS
) AMP, INFIL. Vacuot.a (130-180A) (SOA) STEROID
I, RF. 27F [ 10 + 4 ++ H + DISTAL MYOPATHY
2, S.M. 25F | 10 0+ o+ - ++ +4t + "
3, EJ. 4ImyI5 + + +++ +++ + QUADRICEPS MYOPATHY
4, TN, I7M) 17 + o+ # - + + + "
5 T.U. 37H] 2 + o+ o+ - ++ +++ + "
6, M.N. 39F | 0.2 ++ -~ - + + +++ ++ PoLYMYOSITIS
7, T.T. 52 F] 0.1 ++ - + ++ + "
8, MA, 4IF| 0.2 ++ - - + + ++ ++ "
9, T.T. B2F| 0.5 ++ - - + + +++ + “
10, R.H. 33F( 0.3 + - - + - + +H SCLERODERMA
11, K.Y. 39F| 0.] +++ + - + + + ++ "
12, C.K. S4F} 0.5 +++ - - - + +++ ++ DERMATOMYOSITIS
13, S.T. 41 M{ 0.5 + + - + ++ "
—HEBEPFRR— ERILRRE4 » A TNEL —BEEFRR— : KFATA L AL EIHRTEH

5 R TI R IC IR &L BRI A LN
7edt, 24ENOE 2 EE TIRABEMIZALILT,
Ead, MEORBERMEENEME & IS, rim-
med vacuole A 5 L7z,

FEP 2 X RIERWIVEHDRHERT, BBRMHED
JNAE, FEHEGHE, rimmed vacuole A4 6 11,
|z group atrophy, type grouping, angulated
fibers S EM L BHE SR LIBEL T,
MpEEIZA LN o7z,

SRS - 4 - 5TlE, BRICEMHE LB
WRMERE -, HEAIIEHR ISRV ARMEREANRTE L,
EEGHEN S WEMLTIZ rimmed  vacuole <2,
type predominancy, MI'E®BIFERMENTEMALH
M7z,

fEFI 6 ~1301Ti3 BN IFEIEMHEHE, phagocytosis,
B IC hypercontraction 2B - 72 8 #Ed* A &, 5E
B 7 - 12D I3 FVE £ 7203 i R B MR iR
* & &6, HLEIAYZpolymyositis dFF R TH - 72,
F 72, BRE TiidH 5 rimmed vacuole H°2A 5 L
TZERL H o7,

2611 ~1370 441z, Toluidine blue & T,
BT OIS 2 WHREBE T, MBIRE

AFEISEWEEZ L AR A LN,

ZT3E, WMIERDLDE, 7472 PR
DHLDELITKFNT DB Z EHTEL,

USRS AL (K1) -fEFM1~5, 13T
1, KWIBRHERND L DAV EDDBERT—EFM[
ICHEKE 2 LCEFILAY, b3\ atrandam
AHEICEEEICA LN, INbEIEKLTA
3 &, EME TP RIRIC halo 28T 2 L oH
N, EEI~10ANERIEE» LB EEZ T2,
F 7> MEMA T CRIIBY B8RS A H 1, double he-
lix & & % 2 AREME 5 2 & iz, 2 DFVMNEEIR
HAKEZETHRKIZEKRL, 70T 3 RHE
LD, BEO—EFERLZY, MIBELBAK
PHHEERICHEBLTWAENAELN DL H
HALEZHT 58I, BEOEELT
FTL0R L, BENEHRIZH - 724 D memb-
ranous body, cytoplasmic body #8535 4N d
Hotz, HAKER—DEELZEFET 20N
membranous body B ENBHHERICA LN, £
D—EPIZIEEL 1287 4 7 # >~ } % cytoplasmic
body DRSS & HEL TWB L HICAZBER
GbdHoiz,

FEFII3THUMNAERET AR S S5 LT 5 45,
VEODKICnDAALNTEY, o5 EFICH

-7z,
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R AR i Ty i

B1 Microtubular inclusion body. #Ef 2 - Distal myopathy (X16,200) (4 AXIzi&dEH  X57,000)

NTRERBENE(ILTH > 72,

T4 T7AYPREAK (B2) - fEFI6 ~12T
13, MVBRHERD L DRRICECERFEL 2
DR —EHENCEIREEYIL Twiz, ikigEr &
5 &, 0ARIEDMNT 4 7 4> PRDELD S
ZoTwiz, HFAMKBIBAO—ERICALNE LD
o, BREERE EDHELNDETELND,
DIEKR - ZERIZEL2T, Zu~F > L EERE
ICEBEENTIZWE2Y, #EENREIALAY
Pofz, T4 T XA PREAKEET L HBRED
ZVE T OB BYRRE T, Z-streaming, fh#RHED BRI
DEMNFVALNLERETH - 72,

e =
WUNAERE 74 72> P REAKREZET H4E
B3I 2 His L 72, B R 3 AR, Distal

myopathy 2 #l, Quadriceps myopathy 3 %,

Dermatomyositis 1 #IT, 7 4 5 %> b HE ALk
/%, acute ¥ 72(% subacute polymyositis 4 3,
PSS iz ## 9 polymyositis 2 #J, Dermato-
myositis 1 %] T% %, Dermatomyositis ? 1 5|
BB R ARD LD 5 T 255, B ALKIZ
1EDATH Y, EEKE - HEX - b
A THISNBY e fEB & & 2 72,

Bh AL N #F A4K (12, 19674F Chou #* Chronic
polymyositis T#H& L TLIK, BIEZ TI25081%
B EEBIAH 5 41T B, 19714F Yunis & Sama-
ha” &2 s IC AR EZ B L, BUEETED
FEBI 2 BAKTG 4 & L v 2 & #4BIB L CTLIRE, =
DEWIH TEIFN TV BEBID S, FoOMIz D
Neuromyopathy, Distal myopathy, Quadriceps
myopathy, Oculopharyngeal dystrophy Duchen-
ne ¢ carrier, Debranching enzyme deficiency ¢
EFIFOHRELALNT WS (R2).
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X 2 Filamentous inclusion body. #iEffl 6 - Polymyositis (X12,600) (3 AX(Z5&E4E Kk X 45,000)

SCHRBY 12 3 A 4K 5 41141, Chronic poly-
myositis 6 BINFHEDH % A%, EFZ BERETT 3
L, HAKRBRNDEL THE X 1172 Carpenter®
6 iEfflod 5 B, Distal myopathy, Quadriceps
myopathy DEGRIEZEL T3 L DAH - 72,
AR L 6 Bl 3 B, 2 FICEE, 14
I3RED L o7z, MOBETLMEEMEIIHZ D
DLW DL H 2, —7F Chronic polymyositis
THEEN TV REFTLHBEENOH» 230D
ZWiLnL Y, HEHNFIZIZ, clinicopatho-
logical {21 Chronic polymuyositis 725%, & A4k
ZROZNDT, BARHREFATLINTHS S
ET2L0L B0, MEDHEBE LRI HE - B
b, HAKRBRORBHESDERET VI L &
z 7z,

BUNEERFAREZF T 2 @8EFOF T, Jeru-
salem” RHE L 13, MEFEENOERLEHAL T

3. MOEFITLEHTIZHER T high ampli-
wave, ##1t% T small
group atrophy, type predominancy SFf##ER M2
LB E5- 25 L 723 DA%\, Carpenter 13, FHA
R RDL THRE L 72 5B &h ARG,
EHZZIIERENLENNEZRDNEZTHD &
LTw3,

bbb NDRER] 3 D Quadriceps myopathy 7
TREFEALS, HYENEE T, REMERGER
DEHEEZRTESFALNL TS, TP —RE»
TIREIEMEDIZMIE T E VDY, FIERH T EKE
L 72 BARMED MR A TS BT 2 BEZDT]
REEDLH 5.

HUNBE R AR EZF T 2 EFDERKRE - FHID
BHEOFE - MEEEOBESICEL TZL4T LY
—FEDEMD A LN\, FKBLAATREL T
|Z rimmed vacuole »% % 7 & #1 5. Rimmed

tude <>, polyphasic
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# 2 Intranuclear inclusions in neuromyopathy

Mi1cROTUBULAR FILAMENTOUS

(130-180A) (60A) -
No. OF CASES
INCLUSION MYOSITIS 1 11
NEUROMYOPATHY 4 4
DISTAL MYOPATHY [ 4
QUADRICEPS MYOPATHY 3 3
OCULOPHARYNGEAL DYSTROPHY 8 8
PoLYMYOSITIS: CHRONIC 6 6
ACUTE, SUBACUTE 9 9
DERMATOMYOSITIS: CHRONIC 2 2
ACUTE, SUBACUTE 2 2
OTHERS
CARRIER OF DUCHENNE 1
DEBRANCHER DEFICIENCY 1 1
40 n 51

vacuole i334F Distal myopathy Ti#FEI LT
% %%, Oculopharyngeal dystrophy, Quadriceps
myopathy THLEH LN, RBFERER LWESE
2%, L#» L membranous body % &~ 2%
EEERL, P R P w74 —fEX polymyositis
DREGECICHE ) BHOEMEBIRE IR L > X
HERBTZINDEEZ 2,

& B
PNBE RS ARIZ, rimmed vacuole % £¥%
HY 2@ MEEITHNESICA LN, T b DEE
PITCIE 2T v A FRETEEERNDEE A LN
S R A
—F, 74T A2 FREAKIZEAE L acute
7t v» L subacute ? polymyositis Ic& 54, T #

LDEFINLE I AT A Fb b izl
12 & D EREREER DT A A S L7z,

BEnZ &5 b, MAEREAKE, 745
AP RBAREE R >RRICEVELTE
YNEHZ 2 Iz,

X 73

1) Chou, S. M. | Myxovirus-like structures in a
case of human chronic polymyositis. Science,
158 : 1453, 1967.

2) Sato, T., Walker, D.L.,, et al. : Myxovirus-
like inclusion bodies in chronic polymyositis :
Electron microscopic and viral studies. Trans.
Amer. Neurol. Assoc., 94 . 339, 1969.

3) Sato, T., Walker, D.L., et al.: Chronic
polymyositis and myxovirus-like inclusions.
Arch. Neurol,, 24 : 409, 1971.

4) Yunis, E. J. & Samaha, F. J. : Inclusion body
myositis. Lab. Invest., 25 240, 1971.

5) Tomé, F.M.S. & Fardeau, M.: Nuclear
inclusions in Oculopharyngeal dystrophy.
Acta Neuropathol. (Berl.), 49 : 85, 1980,

6) Carpenter, S., Karpati, G., et al. : Inclusion
body myositis : A distinct variety of idiopathic
inflammatory myopathy. Neurology (Min-
neap.), 28 : 8, 1978,

7) Jerusalem, F., Baumgartner, G, et al. : Virus
-dhnliche einschliisse bei chronischen neuro-
muskuldren Prozessen. Arch. Psychiat.

Nervenkr., 215 : 148, 1972,
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51) Rimmed vacuole % 3 2% fhigHED

T XK B RIE 78
'/ R E
Wt & 2 B E* BB A £ F‘*
H F* B R IE*
Rimmed vacuole (32 DR THREIND Z t m o7
EHLE N T 250, S, ZOERBF LR
322 ¢ #H8E LT, rimmed vacuole #H3 % LA T
BREENS LR BLT, TOBEHIEDNTH i ] .
ERABL, 2, TOMRTERBLYBEE s e f
TOHBHEELFRIELTROBL, W TsHER —30C ~~80C - —i% gj\'fl‘jf’};i_;fghmme
MR LAWRZNT, BALZW, o ATPase
i3 h etc.
st & HE B
#5103, rimmed vacuole ?d & & 5 distal — ‘,;7 __
myopathy D B% 3 & (32/%5, 26/%5, 256%3) I EJLJ wuowymlL |

&, rimmed vacuole %1% Kearns-Sayre fE{&
BN R L LCEBIcHR L EL- 14 (22
B2, EENRD 24 (458, 25K) NE
BT, AV_rFy - F74TARTRIERE
%, —80°C TERREF L 7=,

FHENFREZE 1 I2RT,
NEMERERUVHEOMER L LT,
Lowry & Passonneau® ic# L7z, 7744 X%
o b TEE20~30um DEFY N F 10~ 2082 E
g0, BLLTEBNICBEFICANT, BENOKS
DR R D B EI1330um, HHEREEZEICELY
Hoh I HAIR20um NES L L7z, Lowry NF
RLAEZEZ®RICAN, 7F74FRFv MR, 5
Wi kAT A y—ic) DL, —BRIRSIL7
Db, 5 IBFMBERTRSIERELE, ERAE

TOMEZENE T T—20CITREFEL .
HBREIDMFEM BE, EREERREY D

FHETHEE 8 ~10pm N 5 ~10 &K % &

N, BELPHEFIT-7, Gomori trichrome,

* SRR E BRI RAT AR

[ £ 7 = ® % ik # (SDS, 2-D)

1

75 SRS

NADH-TR, ATPase #:faZr & DEAZIR:.

NEHBMORELNHL | FEERUAF %
EREELICHREFHICL, BRLALZAICE
DL CERBEMBE T TRE L. BREaEXxLE
NTERIETAMMERBIRL, BRUATREL
72. B8z 7vr A7 % AT endomysium &
RO A HEEL T, HRENAZLZEI)HL /2,

4BKAKBN ISDS KV T 7Y NT I FYLVE
SvkEy (BAT SDS) &, S EA-SDS _KTESR
k& (LT 2-D) #4F-72. SDS Ti2 lower gel
#7.5%~15% & 5 \» {38.75% ~17.5% O linear
gradient KV 77 )T I F&L%2 2-DTi2
4X3embHdWiE4Xb6emNKES L LTz,

5) SRR RIIBEHRY o & L.
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& g 2537, i)FOLHEEBE WL, i) EEEIFE
1)RFEERUK THORFR | Rimmed vacuole % AEPbbnwinn3fEE L Tasn (E2
Lo T2 BhiMEl L, RERRUI A T 1) ERICA b, d). EMEHBRMEIIREAICAZZEREZRL

2 Rimmed vacuole DEAEERUI A THORFR, a, ¢ : Gomori tri-
chrome %, b, d [ HEEEBEUA, atb, ctdidrEL Tw
%, X 1001%.
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7z. Gomori trichrome ¥ T vacuole & L T4
LB EZ A, BB TIZIRIT TV nwZ &
DFH»EH» -7z,

2) B —ap#R#E SDS 1% (X 3) © 4 fEHID rim-
med vacuole # 4 - T\ 2 #R#E%, 30um ENY]

A& BE—hRaE s L CTHELD LN & B L 72,

M # T myosin heavy chain, c¢ protein, a-
actinin, phosphorylase, pyruvate kinase, eno-
lase, actin, creatine kinase, aldolase, G-3-P
dehydrogenase, tropomyosin, phosphoglycerate
mutase, myosin light chains (248243 % band %
SHI B Z EHEEETH - 72. Rimmed vacuole
FPEITLOHBRMETIE, PR TRISFE
55,000 (55K) ? band #i# < 7% » T\wa7z, ZDFT
Rz L 72 4 #E6]9 rimmed vacuole 2 F 73 5
TN TOBFHEICIHBL TA L N7205, A
Re-TEBY, EHEEHETEL ) BEINT 2E@m %2R
L72. %72, rimmed vacuole # 4 > T\ W&
HRMET L FERRDAEM D EE D 5 17z,
3)5KEBEHENRAE(R4S) [ HEFITIZEDFHR
METLBKEBHEG ML TWBEZ o6, fEP
EXBOYI A eRE 2-DTHRETSZ LIk,
S55KEHEDRE 2 RA7:., ZIRTTH%Z 6emik &
L, FETHOGHE* L L7, £/, ZRTH

% [Al— gel ETITVv, & LICE—¥> 71 o SDS

V4 rve rv+ rv=

M, Control Case 1 Case 2

K3 H—HREDSDSHE M, HFR~—%
—. k2 5200K, 94K, 67K, 60K, 45K,
30K, 21K, 12K.

a b
e -;*:f.

4 S55K&EHHEDEZE. a,

d : FEH,
b, ¢ I IEHXNE, KEI 55K &EH.

a
‘ — i % ~: L
- = "’ - — W‘:;M
o - W’m
* ¥
4 P _ ‘
- . a
W T
#
b =, & =
- —— T
Wl
L g - -
- & -
g -

5 Rimmed vacuole # F ¥ % Fi##EN 2 -D(),
vacuole % L 72 e WER#RHMED 2 -D(b). KEN !
BB, AL,
FRIBRICHETZ EICE > T, EELXRIEEZITH Z
Ly TE, FEHSSKICHEYS T 5 spot (F > <
D& LB DY, a-actin £ 1) = basic & 2 fE
L RR gcidic % 1 EAEBATEMLTEY, FE
B b#E 2 Tdesmin & Bbiliz, 72, Y&
ZIRML 722725 7% ) D& albumin DR ADY
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A bz,

JEFHER S - SDS ZRTGER KB T55K 48
LT HIEEMEAFRET L 2), MR EEFDOM
ICZERREBH LN o7z,

4)Rimmed vacuole #H ¥ % fFgitn2-D (X
5) I Rimmed vacuole # 4 » T\» 3 M % 2
OGN R &tk 650480, ENFBENIEFEICA
2 5 RMEA0ZS L 2-D THELL 72, WEIZMEH»
spot £ Tk —E L 722¢% vacuole % 3 DffiHE
T gel FHIZIKV spot ¥ A Sz (REL). L
L, Mo EPITRIBRICIT > TA 72D, Z D spot i3
R I N -7z,

* ®

Rimmed vacuole 2 H§ 2 G EBHHE 45
L, 5 FESS5KMD desmin &2 LN EHE
DI ERB L 7255, vacuole # 4 7z % W AR
TLZDHMMTRA LN, vacuole #HER T HEE
HEixBbnksr -7z, L L, vacuole # L Dff
#ET desmin DHENIEE D 5EV Z & 1F, vacuole
ERICBEE LT3R RT3 L 5 Ic8b
ns,

I o DEFIDEIRIBRED—ERIZBRICHE S
TV %5929 | desmin 2% & DIEEICHIGE L T
SHrHEREPTH S,

Desmin o3, EHEREREI O distal
pathy TA 515 Z & »° Edstrom 59 2k 1), %45
HERIZEI O rimmed vacuole %1% 5 distal myo-
pathy TA 5412 Z & #f Nonaka 572 & » TH#
HEN T3, Edstrom & 9 desmin DEEBRIZHT
Ric & 3 BB D A T, desmin DAL T
V3 ETHIREUIRRTHEE TH S, Nonaka &
DBEIRE DR DX T albumin DR A HEE
bis,

F72, desminixf¥ A b o7 4 —F D single
fiber T vimentin & & ML Tv 3 Z &9,
nemaline myopathy T a-actinin & & & 280

LTWBZ L0 EINTWD, ZhbnZ
i3 desmin DWMAFERFRILBRTH D L)
ZEERTIEIRLDH, TNEFNDRBICET

myo-

% desmin DHEIMBEF DO ERFEIZDOWT L ES5EOR
RHYMVETHA I, '

X R

1) Fukuhara, N., Kumamoto, T. & Tsubaki, T. :
Rimmed vacuoles. Acta Neuropath., 51 :
229—235, 1980.

2) HWETF, BIRBEE, BEFRS, BRER E
FEEAUKER : Kearns-Sayre FEEEEICXEILL &
& 12 % rimmed vacuole % &7 1 61,
ERERMIAE, 22 :1015—1020, 1982,

3) Lowry, O. H. & Passonneay, J. V. : A flexible
system of enzyme analysis. Academic Press,
New York, 1972,

4) BEE: RS AR O R TEE R kB ——#EH
FREAOREICOWT, AR, 34:973—979,
1982,

5) Kumamoto, T., Fukuhara, N., Nagashima, M.,
Kanda, T. & Wakabayashi, M. : Distal
myopathy-histochemical and ultrastructural
studies. Arch. Neurol., 39 : 367—371, 1981.

6) Edstrom, L., Thornell, L. -E. & Eriksson, A. :
A new type of hereditary distal myopathy with
characteristic sarcoplasmic bodies and inter-
mediate (skeletin) filaments. J. Neurol. Sci.,
47 : 171—190, 1980.

7) Nonaka, 1., Sunohara, N., Ishiura, S. &
Satoyoshi, E. ! Familial distal myopathy with
rimmed vacuole and lamellar (myeloid) body
formation. J. Neurol. Sci., 51 : 141—155, 1981.

8) Mikawa, T., Takeda, S. Shimizu, T. &
Kitaura, T. : Gene expression of myofibrillar
proteins in single muscle fibers of adult
chicken @ Micro two dimensional gel electro-
phoretic analysis. J. Biochem., 89 : 1951—
1962, 1981.

9) Sugita, H., Ishiura, S., Nonaka, I., Ohashi, K. &
Maruyama, K. : Gel electrophoretic study of
nemaline muscle. Proc. Jap. Acad., 57,Ser B :
86—90, 1981,
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PRFISTHEE =1 4258

OB M OB 4 R | ]
K & # & Hy oy | EROROEES
= M k| ROMRE SRR ARTER OB 03—583—6871.

T105 HEIMERFRENF2-2-2
B & BAR | JUNKEEFRESEHATRHRHENT (£ &8 092—641—1151
T812 FBHETEXEH 3-1-1

B B K X | KAFERYIMIFR XM IR #H #® 03—815—5411
T113 FEREEIHERREALS 7-3-1

B | MRERFERERBEAEAT By # & 03—813—3111
T3 FERIMCEEALE 2-1-1

EOH OFEB | KRAFEFBE_AH o OB 06—451—0051
TH53 KERWHEEXEE 1-1-50

oA #® OB | BAKFRFHRHE—AH # & 0963—63—1111
T860 REATHAIE 1-1-1

¥ B F X|EIREREFHEL S -RARRE-B (|8 & 0423—41—2711
T187 REEEANFTH/NIEE 2620

FRE o | HRMLHSREMENR B B K 0423—23—5111
TI182 FEEMAFPHRES 2-6-2

7 B & | REREHERAFEFBREAM O 03—813—6111
TIBREHXREKEE 1-5-45

F O H R | FMKFEFBANE RS B B 075—751—3111
T606 FEHARKIEHEENIKET 54

A T H B|®RRKFEEFBEMNAR B O® 03—468—1251

T153 FREHARXKE 2-17-6
B og fE 8 | BRERERE Y S —HEETRE | R 0423—41—2711
T187 FRE/INEATMIHET 2620
B F E | ERREREDEZEAR # ® 0762—62—8151
T920 SWRHEAT 13-1
& K B X |ErYRERETEELY I -REMRS—R |2 kK 0423—41—2711
TI187 BEEMINET/NMIGRET 2620

O F M| RERFBREREZEREENR #n #® 0298—53—3196
T305 FMEFRIMEHRES 1-1-1

£ O B 8| KRERXESE—-HR % B 0726—83—1221
T569 E#hAFE 2-7 .

B ¥ & | EXRERITRENE B KR 09425—2—2195
T833 ERARNBWAFEE 515

7 R IE | BRI RGN % ® 0252—23—6161
T951 FriNAETE—FHET 754

noH# oM B | SEAREENRE-NH B 0886—31—3111

TT0 EEWEAHR 3-18-15
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« ] prEEg [rEe] sonous
o B OE | BRREESERRRER B R H B 0859—33—1111
AR

T683 KFHTEATE6E M

M OH B e FRKERREEE - #H #® 0899—24—7111
F790 HRIFEEER 10-13

FE BRKER | e r R AT R | B B 0423—25—3881
T182 EFMHFHHRREE 2-6

B % B|AEBRAEEERSE—NR ® 6 052—741—2111
T466 AHEHBAEBE 65

% B ¥ F|EvREmEsimstr s —sRRRsNn | % X R 0423—41—2711
T187 HFELINFI/NIEET 2620

:: ] % | o PImB RN w B 03—583—6871
TI07 EREHEXFRKRAOM 2-2-2

A * 5| EREXRFRFARE=A"% B # #% 0992—64—2211
T890 HREHTIEAT 1208-1

£ W F AL | BBRIAYEY ERE R By # i 045—971—1151
F227 BEHREEHE 1-30

A0 BEEX | EMAREERE=NH By ¥ 8% 0263—35—4600
T390 MAHME 3-1-1

F B # B |ExHERT SRR R E & 075—461—5121
T616 HERHARXISHEEF ILET 8

H O R AT | SRRy % # 0426—91—0011
T192 ERLBAETHETHE 476

X B % L|BEBAEEETHEMNRFRRER ™M 0886—31—3111

BERALE

TI70 {EEHRAR 3-18-15

B R B % | HEArRFRITEENH ® 0252—23—6161
F951 iR BEE—BET 754

E R OB | ESERKESESAH B % 2 09858—5—1510
T889-16 ISR EEIHRATAR 5200

B A # — | EHAEESRSENR M 0263—35—4600
T390 HBAWME 3-1-1

H AR | A E R % 011—711—1161
TF060 ALBRHILRIL14%ES5 TH

X B £ | BBRERKEEENE B % B 02854—4—2111
T329—04 AR PN B AT A

EF 33111

T oA W BR | RRERAEE—WH ® 0534—35—2261
T431-31 FekAEAT 3600

% OE 8 4| UHARERSERBEATREEHENE | B & 3 092—641—1151

T812 HEEHREXESEN 3-1-1
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R % | & P g{: A § & g f’;’f;{’; AROBORE
st Al B | mEAEEREEe 5— % 2|  093—44—21m
T860 REATHEZE 2-40-1
B O A K| REKYESRERRFRRRAEAR | B & E|  022—7a—111
$980 A& EIAT 1-1
% M SET | BEHTEAR IR E &| os—30n—a2
T650 #EHPREEBESHR] 4-6
pEsmEsE [N N % 8| BABUZLoT4—Ba B | 03-203-1211

T162 RREMFEXERRE 2-2-8
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