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AWRIED BN R+ 07 4 —EORROEH 2 UHOBE L LoD, ®EIc
BRI DFES & RIEDIRMEE > T 5,

I OWEHICIZABANS9FI2A 1 HD), 2 BEDOTHHICEEIN-HLHICNTHESI N
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FEERRINTHBENT»L 2, 3Dy Z7IZD0WTiENS,
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1) #FFWORAFR

RHADGEORBICH L WHERIZMEATH S, BEEH I T 5 ESRATEZ Ay
ZZERRIF R EEE N T3, BIH CT, BEFWH, NMREZZETHY i bz
W ATENRER LD ENDE TH D S,

HHERILAERYIC I3 carbonic anhydrase I (CA-III), muscle specific enolase (MSE) 7¢
Xz X 2 L\ fiber type BAEHRES Nz, X, FERBHICRET 2 ) > BMO%
H~—%—Ii2 & % subpopulation DM & Z DIREBUEBIFR L LN T3,

X DA ERGITEE 2 AV 72 7 v T F A RBOMR, €/ 7 v — ik Ay 2R
non-histone EHNFTE & Fefafk & DEYE L K O RI|EI N,
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A4 ;D) BAA S L7z DMD R T BN RA I B REDOEN—DTH ) AE RV T
Enz b,

DMD @iz F BB 3 # 1 & BT linkage L T\ % probe Z RDOIF2FEick D 4H
RERERRRCBRLN B E LT3, 3TIct b X REHE )\ ¢ D50 probe F
B X T3 0 EVIEK linkage AT b B TH S J.
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MR E %7255 B DMD & UEEZERERE & 5 mdx w7 APREICEAINTEE, £
B, E{EMICREINEGTHS ).
B. BgEKR

1) Distal myopathy (rimmed vacuole &)
Rimmed vacuole £! distal myopathy !izliﬁﬁ?ﬁflfﬁ"iéfi%ﬁ BIc T > CHRiz 7T e 7
FHFED1DTHY, lysosome BEENDFHAMEZERHIHESI N T E /2, 4 FE rimmed

vacuole DESBIC A T 72> B, H % K DEERIBERGUREIC L ) EBICHFLEY 5
Lk lysosome BEEAVHEATHRICEENICESE L TWaEHNFFLNVHEB E L - 72,
KB va Xy I A F—CTLREBOMAI RO NmERIIGBENHEASHEEEL AT
2bnEBbns, (E-64-d)

X, zaoaXxy IaNF—3FAr—nN7a7 7 —CHERTREIBIELINEFZrbY
N = »E| rimmed vacuole & distal myopathy D &ABEICHE U D TEEHEZRL T 3,
2 ) Mitochondrial myopathy

AIE D UIRMEDHRE 7L =7 P D1 DTH 5.

o AFR I 1T B mitochondrial myopathy @E’%Eﬁfid)ﬁfiﬁ. 22WrEs, Coenzyme Qo % &I
SHBBLEESHHENOREVFDVARES A1 HLUHRIMICH W TEREFEMRELERIT
workshop Z1T7% ) FETH 5.
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ZIEEEDRT ¥ —RIEH TH 5 HHEEIBBICEE % LR 2 ST L HELST
Evod, BEGHEER R LEBIRETHLH >, BELRETSHICIZEH
L7zt Fbk EMAT~E S OMBEHL TS,
QOBRIZFILHEWNT 70 —F

FREUZRCRICH L ZOMERRPRMEBNTIIWV I XS RRBBIREEEFTETH S, &
J ornithine transcarbamylase DBE{ZFHDMD Bz F EBHEL TWAEBHL 2 E L
- 72D T linkage FFRITEHICHE ST B THA 9. Linkage WRLZEMT 2BEE LN
DMD DIEEMRLZFRRRTH 5, BRICETIbo TWHHELEHY Y ) —ERENFTKE
PAELERLTRRNZERLARFL TB ZLHXLEBRHDTERETH S L BbLs,
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Rimmed vacuole %! Distal myopathy i3, FREALHEEE T, AP TERICRIIEINT
72, B, TORFRLIANNF—IZBITBN) YV —LDRENTIEEN, HRENEREY) VY
— AN TT—EDEENFEFERINODH 5,

VY=L EENE T T T DR TL, WHbOLIFA—NELTT 8 (BWT72 B,
HREWL) 33w F 2Bl (GEES 7 na@EL &) 281, BRS8N
FRICBWTEELREZH > T B Z EPBHLPICYL » T35, Muscular dystrophy & £7¢ 1)
Distal myopathy I3 phagocytes DEEZ b L WnHHEHTH D, Rimmed vacuole 2N DA
FA=NEAT T HEE2EUHIE I PORBERIFEICBWT, VYV —20RERE ) »EH,
X, BEHBLOBELRANL LTLERNLFRELEbNS,

FxixZ D & 5 % Distalmyopathy DIREBEH LT B8, #7732 B, HOB#KIcE
T3 BERZHREEMICRF L, B TFA—NEAT 7L BT 2RERBES 27D
RBIEEICOWT LR,
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Bzt 7 —TREEI LTV 5 Distal myopathy 1 BIDFEREARIC D W CHEBYRE
(HE, Gomori-Trichrome 3f8) HFICHREHBENRELZ T2 L AT 7> BRUH O
BT S R Kirschke 505w b AT 7> B RUH O¥E8Ig 2B L TIT- 72, BEFL2H
Wwaieh, )YV —sErHEN, MIREICHFETINEEA LS — L HAKREREL T3,
ZZTHKREDA— | % pH4.5T37C, BFERINFFAT Tincubate L, f > k& F—2H#EE, *
DE L EiEY HBEMEE L TR L 72. DEAE-cellulose T# 77> B, H%%8EL, 2D#%H T
7y BlRCM-tnu—X, T74N501%, #7733 Hiz ConA-&77e—X, ~{ FoX
STRIA AT, NN —UER 2B, —H AT 7B H, L nFir—n7ra7
Tt MRS A — T e F T - v ¥ — (TPI) 3EDH, KE, HbE LKL L
N EEEREOHMICESEICHFET S TPl-a 2t FEBLEEAHEHRELLTT Y | TPl-a &
S RILHETRBLA—L o7 EREH/2, 100ugn7 07 T—YRU TPl-a 2 KEEN
2 2BME SEESH L, BRES 3~ 4 BHRICERLL L, WThoiikl Th ZTnoiFick
BWTHH I LI RBIE CEER U Western blotting TR L 72, BifksrE, DEAE-+1o—
2702 IT 74 —DAT v T ERZTHER1gG 27 VE{bL, F(ab) 2Bz ~nxrxs ¥
—EIE Fab’ BRI BN 5 D FHEICHE - 72, RBABILER ERI SN LN FELZETBE L <7
72,

Re) CEEEEDEOWEE VAT X F—¥ % H,0, T7wy 7L, MNBMETAERY
FERICHABL 2~ vt X 05—k & KIG & ¢, 3, 3-diaminobenzidine tetrahydrochlo-
ride TE L2, BRERI~NCFXI) I TITo 2,
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HBEIE B K % Hematoxylin-Eosin 38 % (¥ Gomori-Trichrome i3 TRB L 72 & 2 5, Mgk
DRAAE, FHEDHEM, HOEOMEML EDHIRE L HIC, RFICEETFEYEL2LOVH0 3
Rimmed vacuole 2B & 72, FZTHAH T 7> B-Fab'-~L 4 ¥ L ¥ — Ak E AW,
YK % EHE CTRZHEBERE 21T - 2. HWICA S 115 Rimmed vacuole 295 { IBRENTH Y
HiBaZ 0 L 7 background L RNVDOREL ALV, EIERTRZ LAE L LD LKAE
7 vacuole 3 TiI & A ¥ $-XT? Rimmed vacuole 134 77> BB TH 72, MihT 7L -
Fab -~ X & F— AR Z AW RERR O FEAKTH ) Rimmed vacuole 2558 e I T
w3, —% TPl-a-Fab’ -4 % ¥ F— A% AV TORERFR T35 #15E Rimmed vacuole
WTFRLBEETH -,

(&%)

Fw b OBFEEBIcB T AT 7> B, HEUTPl-a, DV E~ULE X 5 —FIZH
PEEBWTH Y FA v FETRHELZEETIE, EBHIET2AT 7> BRUHDERIR
BHTHL, BROWIGD 1RGN 1 TH-72, X, EELEEGHERHAT7>>Bd
D2V HHERTHERAEINT, bTrLBHMERIEEEININDATH 72, b MBI EEE
BlicBnwTL AT 7y, TPLWTFNRLBIEHNY A4 b 7T X403 background L~ Th
), Rimmed vacuole DA HA T 7> BHARUIRY 77> Hkic & » TREX L.
Z N#5%13 Rimmed vacuole 7%, 1) VYV —AHRTH 5 2 L 23 REL T3, H#Eb (L, Distal
myopathy TAHT77+> B & LBEVZ2ETE D) VYV —LBEZEEN ERE42ZHTEY, Rim-
med vacuole %* active % lysosome T#H V), FFENDFHZEMED vacuole W THEITL TV B HREMED &
Zbiad, L, EEL 72T 7 —E% 1 DIEFEICKE % Rimmed vacuole DEEHEIZATTH 5 5
. WA Ti, autophagicvacuole DR & BHEIIERD GHEL, H1050EBATRBEBEL TH
N, ZOZLIZBERL I 5BERBRL TS, o TNV —2DFA—NEELT T %
FLE S % & vacuoles F D Z > 237 FEENHIGIE N, B EHOX, EVWICEBALLLKE:
vacuoles B TEH &N B, L L, BETIEAT 7LV iEEIIHEN T3 & v ) EHE 2o\,
Rimmed vacuole DEE & F 4 —W AT 72> EDEBRIZER IS 545 BNOFELEbN S, 40
DBEFZ—EFDAZDORETH Y, 414, HNEFICODWTREEZER S LI, Rimmed
vacuole PONFYR I A T 7L » H2BEFHEBERUCRBREFHMENICERL T, Rimmed
vacuole & HRHELEE L DEE 2 ERTILESGH S L BEbNLS,
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2 B F X KEH TR B R E —
(ESLRERE gL &

)YV —aicid, HIENEEEERT I/ BICEITCHERESRTINT 7 ERHRENE BN
BE7e T T—YHyEEL, FORTLFA—N7 o T T BASGENEREEIN TS, )
VY — L HEAEAENERLGBOGEEZ LTS, BHRRICBWTRIEEFRETIY
VY —ADFEENZ L VWEINTWS,

IREYZIBE, PIZIET 2 XBGHPA b7 4 —RUEBR7TEASS AL Ik 2EBRN I 4%
F—izBWTid, HHBZNEFINIBBL L3270 77— YV —A0ERELDH
EUSFBIET 5 LB EINTWA, —F Rimmed vacuole (RV) #{#- distal myopathy
ZbBwTlii=7ue 77— nEBEHANG T, HHEIBANIC £ D autophagic vacuole (auto-
phagosome & autolysosome N##5) NDHIEHH Y, autophagy NDTTEREHIBEINTW 5,

R R/ MR E SIS & » TR AR T N S L7z autophagosome (2 1) V'V — 4 LS L
T autolysosome IR EN, ZHR TRV A TN LWEDFTEITEbNLTWS, 2L —HNLE
YERBLS I3 autophagy & MEEFL TV 5, autophagy NHIEHEES 5 WIZABEHFRIC OV T,
ERABHLBmHEL, R »>TL IR, HENEASRICHET S £{LENHRIERICLY
autophagy DB RICHTIHMRAIFERMEINDI L HICh -7, TI/BRERSINATVICE>TH
HENAMINEAEDFEITHEIT autophagy Ik 5 2 ¢ AL I > TE 72, RV 2% dis-
tal myopathy i3, #5#HA2IC351) % autophagy DITLHERIE L EMT 5 Z L TRETH A ).

Fx 12 RV %% distal myopathy €7 N e LT, 7unXxr %7 v MEERICEBRLME
54232 kizk) RV #£5 3 h,eF—%4ERKL, autophagy DITTHKEEZ D ) L (LRI
BEtEmzlenTHET 5,

7un X r>REHHRST 5 & HERE I MILIC autophagosome DA LHBEIN, B
RORES 2R — P CREFEIV PO NVICHELTAHT7S Y BRUAT 7> B & LHER
Iz ER L Tv72, FF#lE% subcellular fractionation L THZEN Y VYV —2L - FA—NLTRTT
—EEZRIETLZENVY Y —a-3 by FYTHE (LMfr) TEE2 be— e gL T
ERAL LADDN, FTCL AT 7> BOLERDFERTH -7z, LMfr 45 Percoll i & 3 HENE
BETY YV —L2FBTHEEEN) Y/ 2L LRHENBNWEIAICAT 7Y B & LDE
D peak HEH Y, LPIEELN L EAL T, Z ) fraction [$EFHAYIC autophagosome L 1)
T AEIFEZINS., T4 b b autophagosome (2B HENK > #EBEER 2 L B autolysosome ThH 2
EHES NI,

WITKEES DFBEIZ L 1 fluorescein-isothiocyanate dextran (FITC-dextran) 2 F\VwTY VY
— 2R pH ##EL 72, FITC-dextran ND&JEEEH pH IC L D KBICE(LTHZ L 2#FAL T
55 L FITC-dextran #l N AZ 872 VYV —2HWD pH ZRIZEL 72,

7uux EHEGICE) pH KR EFPRLNT, EFa> b o—Ne@hkhoTz,

7o X 3R TOERINME LT, VYV —2oWNTHEE (base) & LTHE pH 2 LR 3



BHEVbNTEL, L LELHRSOHEETIE pH ICIZELr %, Z7ua X EEHRSIc LDl
3% 2% autolysosome |3 7 v v X > pH EASHRICIERMETHZ L2 k).

€ - THEMBIBARTY, D autolysosome A CIEUD LR L2AT 7L B#izLoH 455
F—N7a T Tk ) BEATRITEHMTobNTWE LD EEZ LiLs, Autolysosome AL
N & 5 %#F T induction RN T L 22 IIAHTH 545, RV 2% distal myopathy icEWTd
autophagic vacuole 3FFZEFEICBEIE L TV neEZ LB,

BUAERZIZFI—N7T0TT—EAL e EI—THBE64-dicE N 70nX> I 4 F—DK
SERVEITHMZ LN 0B 2REHPTH 5.
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T - #ME & (J Biochem 46 : 103, 1959) Ic X DV RRENLETEH P A tu7 4 —EBRER
i#% CK {E»#5{#, Sibley & Lehninger (J Natl Cancer Inst 9 : 303, 1949) ick VEBRRRIN,
Dreyfus & (J Clin Invest 33 : 794, 1954) iz & D FEN. & Nz ASEIC BT 5 1% aldolase fED EA-
7 ¥ & ) A TIIT 5 5 ) leaky muscle plasma membrane 2 HAET 2 WREENTREE N, B -
#k% (Arch Neurol 30 : 96, 1974) iz & V) Duchenne muscular dystrophy (DMD) o &hfHBaE
@ adenyl cyclase i epinephrine % sodium fluoride I2X3 2 KIG L EFR & I3 R L5 Z &7°
HEINT WD, FHEBYEMNICHERERENR%E %W L 291 Mokri & Engel (Neurology 25
1111, 1975) ¢ DMD BB OW T OBEHI BRI TH 5. #%FI13 DMD EKE O glutar
aldehyde, OsO, 2 EEIE epon BEIZARNEY) ) Y1) 2 MHEZETIMSE THET 5 L HRMEOREIC
ESRZEE S IRk % L BREEOBL § Ykl 2BarA 6N, ik d-lesion LIFAT.
RO EENBE TR HBEDREBIR LN TV 3 b DD HMROEFHINEK & £ DWED
WEREE DT E RIBL 20 k5 B3 FEERG LML TH S ) ¢ FE 2. B
13 [RS I S I AT 28 Ic TR 0 R 18R 4 %38 L T 6-lesion ~ peroxidase D FLA
%3FRH 72, Bradley & Fulthorpe (Neurology 28 : 670, 1978) i peroxidase & ) #ZEK L %3 \»
el Procion yellow 4 DMD &R CIINBHICHLBAL IS S DHBRMEICA LT 25
DMD Tl sarcolemma I2{i 5 D RENH 5 = & #m¥e L 72, DMD Hik £ IR DI 6974 %
I3 Carpenter & Karpati (Brain102 : 147, 1979) <o#tsh - A2 (MpiEiE524 1 718, 1980) b #
LTEY, Tr2znk S 24bid preclinical DMD G THRBH LN TS (Wakayama Y et
al, Neurology 33 : 1368, 1983). Kiz DMD 4R ML NEFIRS % v LiESEBEMICIER & B
b DI structural integrity TEEH E 5 »HRE & % %, Bonilla 5 (Ann Neurol 4 :
117, 1978) i35 4mBIIE T - sugar residue & L CTHTv» % concanavalin A o) receptor D44
2 ESAMILERICRE L DMD CIIMBHIcHL 2o mr T HAITH B Z L E2RLE. Ih
Iz Dubowitz —J& Capaldi & (J Neurol Sci 63 : 129, 1984) iz & W #2372z, & T Branton
(Proc Natl Acad Sci USA 55 : 1048, 1966) i= Xk ) B35 & 17 freeze fracture B3 ARIZRAERD
STHEELBETIOICERENTHE TH 5, MIEIZ—110C, HZE 4 ~ 6 X107 "Torr DA TH
3 ZOBAKEONE CHITMISER (P &) & iastiEs (E &) o 2 EomEAt ik 5, Schotland
& (Science 196 : 1005, 1977) iz 8 %> DMD #4255 T 6 Bl B ic o U BitFaE AL T OB 5
» %}%ﬁ%l,f: #%, Ketelsen (Recent Advances in Myology, Excerpta Medica, 1975, pp446
-454) R 1PIOBT R e 74 —ETHERRFOEMZHREL, HM 5 (J Electron Microsc 26 -
103,1977) & 1#io> DMD THFR & ) PRI Fosim% i L 220 T, Schotland 5 (Acta Neuro-
pathol 54 : 189, 1981) i3EicE L ¢ DMD 7 #l, myotonic dystrophy 5 #V, facioscapulohumeral
(FSH) dystrophy 5 Bl AR EF MBS #F78 L 72, DMD iz P, EE &  AEDRNRT
KU orthogonal array D2 % 32%, FSH Tt orthogonal array ¥ 4588, myotonic



dystrophy TIE REIZA L% - 72, Ketelsen (Muscular Dystrophy Research Advances and
New Trends, Excerpta Medica, 1980, pp79-87)i% 2 #o> DMD B L Schotland & DT R % 5%
Z LMz T caveolae BENHEM% HE L 7.

Bonilla 5 (Am J Pathol 104 : 167, 1981) % 6 %2> DMD & 5 BN T caveolae BENH
73N % 388 Fischbeck 5 (Ann Neurol 13 : 532, 1983) i3 DMD 4% #H2iE ) cholesterol &
mOWM%E, F2EWS (Neurology 35: 1313, 1984) i3 DMD 4:#%#; T orthogonal array %JE
DL & % O subunit particle BENFL #HEL 72, #5 (Neurology 31 : 972, 1981) i DMD
ERBEH TR EOMICENETFOFENZZRZHTELT, 4113 1)DMD ERH D & DHHi%
HERBEECTRECHET 5% 2) DMD £ 5iIcA 5N 57 RIZ DMD IC8R» ) 5 3) £E
BYIZ DMD RIS A LN AP RAMERTRA L ) 22 ¥ 2RFTo 2 ik ), ZoBMaEE
BOFENREBICRITTHEN L ) EHLEEITEE 22N EEZ LN 5,



Duchenne B> 2 b v 7 4 —fE (DMD) &Iz BT 5
T EBE ORES —RmE & NK A

L3 ®* i M E —*, AG. Engel**
(NER 2 AN, Mayo Clinic**)

[(B&]

Mokri B, Engel AG & (1975, Neurol, 25:1111) X, DMD O#IE%% & L T non-necrotic
muscle fiber ICHEBRERIBENSH B2 L Z2RBL, TNEEEZHEL 2. £k Carpenter S,
Karpati G 5 (1979, Brain, 102 : 147) i3, HEEEOBINMREIMEEINTICHESIN2EE,
LERITIEICHE S Z L 23EHL T3, 25 DMD ic 81T 3 BEREH OB LFAATEIX, 120 -
A (1980, fRfREsdR, 24 1821) L EICEVEHALAICENTRE,

—%, Natural Killer (NK) #iii2, {1520 EBEME, 72 & ZITEEMEE, 74 N AR
3, MmMEERHRESoR: BAHFMBEo—FIcL ¢, 2Nz BB LB skhzEo ozt
HbnTwa, kIO NK#lic & 2R MITBERF & LT, Tubular complex iz & 2 /ML

(5 ~16nm) HEEHSEBE E N T3 (Podack ER & : 1983, Nature, 302 : 442), Fidzianska
A 5 (1984, Neurol, 34 :295) i3, &t FARDMD &% 2 LN 2ERIZBHEMICBEL 2L 25,
Killer cell DRIz L 2 SHEEBRENFET B2 RERT 5, BEHRBEVWAHR2BCHEL T
5, &bicyabue74—-=272 (C5TBL/6)) &k 2EMERTIZ, PR 74—- 272D
&8 ) iR NK EEDS, SBRBECHEEL THLAREWZ EREINTEY) (Semple JW
& : 1984, Clinical Immunol Immunopath, 33: 144), & {2418 ~108H CHRFEHE L B %
HEDH bbb —KL T, RIBNKEEFRLNALZ LRERINS,

btibilt, ThETL bt - )R TEEENE/ 70—+ k2 AW, &ED A
RF—FEHPICHE T 2 BEEZHERBOEIT 21774 - TRz (Arahata K, Engel AG: 1984, Ann
Neurol, 16: 193), % L CS58FEENAFFRIIZHE VT, DMD # (non-necrotic) HicHiET2H
TEZHMAIZE & LT T8 T #l8 (cytotoxic/supressor) RUS=27u7 7 —Uhbhbl &, &5
W28 h s NKflila~—2— & 315 Leu THEBEMENOEET 2 Z & 28E L 2. EBRINC
i3, NK#ifghs—o 0B 2 ET s icik—ETctaTd 3 L, NKMBIIZVYFL 27V 7LT Kk
T DERMREEICES T3 2 LN T AN TRE 2B 2 ), ZORENLES
BEBLENWEEZLNSG, FOFKRY L L, DMDI2H1T 2 NK #ilan&E 2 EHAL T 2 &
2, FEBORIEBRIBO—HE2MLI) 2T, EbOHTEETHL LB, SEbbLIL, *
NFE—%H L LT, DMD BHFERIZHIT 2 NK R0 ERET 2 #D TRA2ND T ZicHET 3,



(3R]
DMD 8 B iR E1EH.

(FFiE]

FRDERGICE 0D HRERE, SBERBKE, 2oV 7ty M, BAGIBBHEZE
#L7. Leu 7, Leu 11 (NK #ifa~—»—) RUrLeu 4 (T fild~—2—) i &k 2 RBHRAIL,
HiEX I e ehiihs:ic TER, SEIEHEEIX MY 7 o—23E8 KR C5,-9 complement mem-
brane attack complex (MAC) i CRE. =7v 77— I3BYE7 x X7 7 7 —X 3G, Mo-
IEREMIEE LTHEEL ., Wb 2u EREETUA AV,

[(BR]

8 Bl o) 5 # MEAS B 334,150 (1714~7357 : x=4269). IEFEHH 43 4 HE¥R131.55% (0.25~3.
46). IEBFEHHEMEN S LEZEMRBRE 22T T3 31 9D130.28% (0.05~0.80) TH -7z, En-
domysium {2 BB L 72 Leud*, Leu7*, Leu7*4~, Leull* R(r Leull*4~ #Ba%uUZ, ZHLZNH
BHE10004 72 D 73+25, 15+10, 2+1, 0.7+1.0, 1.0+1.0 (SD) TH -7z,

[&Z%E]
bbhOER» LI, BLEN L NKEEE2EF T3 & 2115 Leu11*7-4 phenotype 1347
5722k, Milz§Ev> NK &M 2 7R9 Leu 71174+ phenotype 2%, & WEBLITH 2 Z L RS L7z,
ZnZ ki DMD HEEERICE TS5 NK MBS, 2R MHRICBIT2HEFEN T #Migo
FNERRLBZERTERTS. 412N 5 preliminary %7 — 7 2 & L ICEHET 3 LEMEHIFR I
NTwa e iz, BONEBTOFERE LT, RBREHNRELZEZTBY, BEEHBPTH S,



AN LN T

Mmook B R
(Bl SLRBARAIE £ > 7 — BRI RSB 1, ROPIRIEMENED

fh/hfafk (SR) 123 70— AL 2 HERAEETH 5. #7244+ (Ca) #SR
NEEICIERL, BHEMRRBICT 2. IAKERBEIC L% - T Ca 2 LBIGENT & %
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3) Swinyard, C.A.: Concepts of multiple con-
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2 ) mdx =7 XD AR R

G

MR HE M|

X e iR M4 B IR %2 7§ mutant mouse
(gene symbol, mdx) i3, ZDREER, HEME
E#EZ LN HEMRE, BITHEOBHERZ &»
5,8 2 b 27 4 —iE, I Duchenne & & % \»
12 Becker I T NEMIE LN S B EEZ LN
7z (Bulfield et al” ). BHRENFFEHIZ, EHERH
ERMEIEEL L L CHBAT S HmH S Z ENid
7, SMENCHBREOBESEHT, »OMER
EREDOBESL LN L ETH S, o THD
ETNEPEHETHE, AT T4 —FENE
v FOBREICHEUL TWwB 2w k5, M,
dy=ev2i3mdx =72tk trH PR u7
A —FEIREDD B AL 2 R 0%, REEE,
IO ARIRICE L v dysmyelination 24588
575 (Bradley & Jenkison? ; Okada et al.®)
728, BHRERSLICHEERFOREErEZEZ L
Tv» 3. mdx =7 X Tl cholinestrase Jfs TH
LR, HERRIZIEFE THD LI NTWS
(Bulfield et al? ) 2%, FDHHOFRMEHERIZE |
BMEIN TV, FRETIEmdx w7 2D4
BHRERERAEL, TOBRERLICHT 51
TERFOBSOFRLMEZ L ZAE L.

;) P53

412 738 (3m) RU5 4 A (20E) Hmdx <
v Rk, MNEBEL THEER T HEDCTBL6]
(+/+) Rt*C57BL 10N (+.Y) =7 2 k~%
2 C %/ L 7z, Pentobarbital sodium FREET
12, BB LD EAUKETE, &2 UNVBBRER
70 paraformaldehyde, glutaraldehyde iE & #
(pH7.3) IcCTERBEE L, Eil, ToOFHEMER

* BEUKPE AR B 1R IR

]

JIE

=3
]

ﬁ#

=

=J

%

H A g

X ALIRAEE, A FAEET EIRR O TR A B AR
2%, TERESGRNEEZ 2B, 12%MNERbLY
Z I 7 LIS TREIZEND S, BN { epoxy resin
I2E3E L ORI ESARRICE L 2. i
HREZENAIEIZ, atrandom IZH;FEZL 7210,000
EFEEFREE LT, 500~600FD#ERICOWTIT-
7z,

& 2

1 7#HHOmMmdx =7z, EfED
BN, BiR, RIRMRE, LFHERRCTH
W T, MR XICHEL T, L5 EE
IO LN -7z, Ficdy e RICALNLDS
#1 % amyelination, dysmyelination (X & & 1 7%¢
oz, BERBRERICOWTRRNE, %o
% abnormally combined nerve %[ %, FHEiR
MIZRC BRIz T, BHRECBWTH, &
%12 Schwann fHlEzf&RARICE CIRY) S
Twz (A1), dy o7 2iIcA 50 dg#REEMEIT
b ol:, ERHMEREEOFHERCIAL,
BEEIOMICERII L »72 (R 1), Schwann

#£ 1 Diameter of unmyelinated axons in
7 -week-old mdx mouse.
posterior root proximal portion
animals of lumbar of sciatic nerve
spinal cord
C1 0.32+0.18(580) 0.43%0.14(575)
C3 0.32+0.11(548) 0.43%0.14(520)
D1 0.424+0.23(551)* 0.43%0.15(608)

C: controls, D: mdx mouse

Values are mean * standard deviation(u ).

Number of axons examined is in parentheses.

* Significant difference comparing with
controls by t-test (p<0.005)



AR R ARIZ ) RV — 2, /NEMK, Golgi 2%, I +
AR TREICEA, 7 BRLALNITD,
vesicle IZE T, BEEBKEIZL(FEEL, dy =7 2
A 5U0& FEEBEDRINT 2RI %5 - 72,

2 EMARARICBIL T, S5HBIF4BIZTIZR
HERBOLD» 5720, E%THED 1 FITHEBED—

ERICERE L T, HBIAYRHBE 2 MR MR E 25 A 5 1
72 (K3). BlbfErankE2n#iRr»rEMd %2 %
L, @fKiZ Schwann #ifg 2 A& CTHER DB N T
72, ZBHFRMEICIZ Schwann Mg 2 K2R AT 3
Y, BARBEAEICHEET ML LA v, 2
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Cross-sections from the proximal portion of the sciatic nerve of a 7-week

old mdx mouse, showing well-developed unmyelinated nerve bundles
(Fig. 1) and an abnormally combined myelinated and unmyelinated nerve

(Fig. 2). Magnification :

X7,000 and X10,000, respectively.
Cross-sections from a lumbar posterior root of a 7-week-old mdx mouse.

The root contains a few pale areas (insert, X 220), consisting of abundant
unmyelinated axons. Axonlemmas appose each other without invasion of

Schwann cell cytoplasm in some place and a hypomyelinated axon
(asterisk) is observed (Fig. 3, x8,000). Axons with long mesaxons
(asterisks) are also noted in the surroundings (Fig. 4, x12,000).
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