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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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>, 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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