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ECHIEEE TRL. DERBICET T 3. FALES. BEFEEN, CPKEEEN.
WEREENIE. Theh | BEREICTHEMEA HHES Shiz,

LS GEREA/NIED BERUEFHE TR b o7« —EOROBRE. &< iCEBREE
WER b & CREIHIE. MiED C P KIEORENE(LE Shic Ui,

ZOft. GBS (EREEFSD « KES (@EFAEMABD . Duchenne MEBDLHR
B OEBITEEIC o\ TR TR ERE Uiz R BHENORBNZLIE OV THERS (&
BFERAD) 85 (ERUTRLRED OBAS D . CPKEEORBIZONT, BRE (EAS
" ZAED . Duchenne BBEDHIC, MEICET L THEMIIECT A0, SBAEIE TR
AICE LT bADL A D RIS BRS¢ & ZEE L. ik ORME HERE L7,
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PELE MM B E TS ( subclinical ~ early
stage ® DMD it 1) 2tk R & follow up study)

Bl Sz g AR B e e/ N R
=5F E B = M OE A
h ® &

Y xR by = THIKHRERE
S. M. Chou

(Frsic)

Fovr Yy RBBYR o7 4 —iE CIFDMDEE) TRESHEEFHME Ebic. HE
E. T8Y } )7 o— AZHEEE LD S ORI ERILEREETRRT 5. REOHHE
LD skEV, EHFORMRNEHED ShB. Chid opaque BHEXIE dark LRI
HTHD. 5 7 4 VAREAYF I b TIRE A ORI T H DMDICHERAERN
U EMLD 2 5N5A. ZORERENKEKCEENHRLELON TSR, 1230

LiL. COLSBEMIESRMERAE L. BICe  RENLVEBLSEMICS LR
5N%CEDDEDTATENS. DMDICKRNN., BHROSIFHESED ¢ > TRANI S
NTVWB, EH5EAETHODMD BELERBLBRT 5RA%HD opaque RIEIKBLTO
EFOMRABLOTRET B0
MATHERBICS ¥ 5 + ABEBEF O TEOBE L BTFRAHNICHR LEEC 5. THEMHN
Rtk (CIFSRERR) ORIiCWEHELET S EAHBE L, Mokri 3. Engel ¥ S00bw3
leaky membrane Bi&iE-7fild oD, MRHRBHABOTERERES 3 bOLE LR
G L1z,

CEVIYES

3FHollFETTEODMDREIBT & HRIIEIC biceps H S\ id vastus medialis &K D 1T
atre ERBGO—PIIBEERCRHLETAVYRY I VICTEHE. 734 X5 v MCTEEY
Fyem LREBLERE L. — B4 %5V s AT AT E FCHAER L. T O—HEZATNE
FTeHEEE 213 ¢ LBV, B O—Bi3 13 BWES ¥ 5+ ARV R Y AZEAR
s- collidine buffer HETHEFEL. TEROBEFRKRSENEERE L, lkag®koyv b3+
— LI THERLT. 1 pOEWYRRRERIC. 0250~ 03¢ OFEVYK IIMLEOE S, T
HEBEYKIRY 5 v L RO EfEE L RETHEMEMICHEL . :

MESMICY » F LIERTHER E. ZADBHISER. H5OREEDNTEL N 725



PEZTEBREDOa Y bo— VB L L, RIRICEIRORAFIFIAZMZ THANL XE<C LEDS
Ybo—w& Lz, ‘
€ 2)
RRMEE 23S LEE:
KEDEFICOVTEEY Ilm, EES3m~TmDELLEXFEHE T T. BRAZLLH%
HOTHsVRERFELZAHCT, @HLTE Y2y b, #TIXRIAOHB#EEZL2RICOIZDE
D Lo FRICEP S BEEXETIH5DMD TIRLFIC. H.-> T TRED. fhDgs L iH 5
PIRE-STORREAEDFHELRHTLENTE S, ThODEHRLRILOLVEIRDOEE %
ALTEY., REBRBETHE T 5L, EERHO L UHEEREBE T (K1) . #Eamik
WEBE, H—1EEEZELTEYD., FAIC delta lesion EFFIFN A =EAFOKIBERIED Hh
%0 LHPLZD delta lesion IPiC HEIIIIEHBRKBE->TVWBEDHHEATE B, TD opaque @
HEIREEo, EVey FTHOHTBICERoRo LT LES> T LB LIT Lidd BH. —
EDBHEP. RPTHELESNLHLDLI BRMHBHAZLONBT EDH B, ThoDWERIZA
BEBUTED., Wi LOWIROBIBEETH 54, BEPEVE->TEH. {Uh%ERLE
BOoBEINTVS, ATINBHERIRLDLRITHIY opaque BHEDEHER LTV 3,
STEBERORBAAMETAB E. EEDOH VI XTI LEL CEVH., B icE 3
REEATE3, (®2)

(K1) BEELRICRUBINMEERT opaque i (T)
LERBESRD b 5 IEERRE ()



(K2) EELHEH# 2 ARITIZES TN opaque fF#fE, FL CBRVERT
Ao AR ( arrow head ) & delta lesion (arrow )
PEEEITH 5,

INoDT ELY opaque fRHEIZHHIRHELSEDOBNFERETHA S LBbN S,

a v b o— VEHS0BICEREDBRZE ATV, DMDICA S/ opaque R#EEE U b DOEAT
BOBEPICODVTHENTALH, DV IEASRETELP 1o L LEFlITK % BARDHY)
¥ DML BIFEE BDES 3 LAKE SR, RUBRHDPRITE KB Z
RN R EIN. ZOTANTBNGELZ. C<EVETDATHD . BET smimE. &
CBHBRER LTV EOBF-IITH S, < DRTHI ¥ b o—e0flhicid, BRgED2
RCBLSBNMEEZTRTHRER 1 EXEA L LR BT,

(kERR)

H&E. 7€) b ) 70 sZ@EER LS. ZLOHMBILETRYET 5. WHW5 opaque #R#E
% SEFICZHERD 205, FIERIOBEITL b,

(EFEHRSENRER)

BIARIIC opaque $RHES. BRHELBEICNB LI bDTH S EMVHERTE S, OFvax
TORSBERDO 45D 1 UTIEHSNOKBHHEET CESH SN, ROV TEHD. OZ
13 density 2KV, MALELBODXRY ¥ ) ELTWT, @ thin filament $BDHHF, ®3 ¥
bo— ABERIC S SN, ATEYEEONAMMBBIREE T L3I E L 1 SMASTHH i B8
LTW3BH, opaque HETIE—RRICBIFEERT. ®F7 V49 F LILKB TEDORBAARAFET
b5,

(LagZkBICLBZ3TEROERE)

FUIFALTHESNLTERY 7 VOROLBEHL TS densityDFVRELTE-ED EHBET



BTED, WRRBICHIERHRETIITERA— [ B&HMic— ﬁtfﬁ%&t&fﬁ?f%
%o (KI3) /chtickE s TE S DAL OBHEBMRICETICE > TV 3055 54 5,
CNSDTERBEICERLTHY., HHEMAREEEL T 5, DMDHTRTEDETIEIE
L(Kﬁ%&ﬂb‘ﬁmiéTﬁwﬁﬁﬁEiB‘%@¢Kﬁ$ﬁ%ﬁtm6%%KMﬁLt%
ERObDLHML T 5, LBRBELRTODOHD. CHORFH/IAKTH S T &btk
CEONBD, E5ITIE honey comb BETRTSDSHEL. DV i3 COF/MakE Bbh 3
BEYRIERICS M ED (R4) . FEOHMRK. BICZ 870D density 2% 5 EMICH 5.,
CNODTLLEBTERLESREBYERD-THD T VI F LB ZOYA%EE-> TS RIBALT:
bDEEZ LN,

(H3) 7v4Fakaahic. EBEHEE. 13y A— | EEFIc—HK
LTBARLBALTE (T) EDHOBRITESTE (L) ik
505, 03pm : wLEEYH

(B4) FELHGRL. #IREIL57-SRE density DIEFARTZ —

+# (arrow )ICiE &, arrow head I TEZR



€ =) _
DMDIZ opaque fR#EDSFHRICH SN B T &1 Boxler 9. Bodensteiner 8 & D% T &8
S THB L. £ COBENBIHAR LIZbDTHS N CLELRVDIRVELLETHS S,
L LEIROBHELE X OREHREPHICRERHICSA5NBEEZbNTED. TOREK
SVTHERYS 5 T & kIR,
KA I25IC.  opaque BHEDSHIRFIIC 5B 5N BT LAHE L. TOBRLHALLNE, 20
BERBEHOREERICS opaque BHEISIFET 5 C L ARRAL. BEICL 5 ATENOTREY
bEEMEN > Teo SEEE 5210 OYFTHIEL ., HEHAKE3~TmORSICE>T
BE L/, DMDIBIJS opaque BH#iZ. D L ZDELADLEKRLBIBTHD. 2
Yho—WVEIREBIOLI BRI 1 RS R hoTce LBLAHSI Y Fo—EduCh,
&L b10#m QY ZER L 7272 51F opaque B & RO RARTTH A & Bbh 554
ZHALBR, 2hoRBANEROBAMNIBIETH Y. T BBl ROHAIBINGET
BHotoe BHERBS S EOBMNEBICLZbDEEZZHES GHE M £BA 5T LD
olze TRODT EMBEHSIE. BENIC S\ OhOHEESDDMDD opague GHENCT
DRBIHROBERDOS SFRLEHET B ICE > HDMDILBVTHERIHESHDRY
B BT EMEHEINTEfobS. Mokri 2 5B ORFRELHMIAL EBORIBI S 5 &
HWEL. HET B, VDWD delta lesion 3. TORIBML D KIERRD HFith LIERIZE L
Foo THIRHLEFESIZ. AILERORETRSEHBTELSROYASF I 0 2FRLTET,
SEFESE 0.3 pm OHEMFEOYFZHEL. LVHALHIKTHICERTSISREBLILR
RS AR LT .
SRUKIRELDEENSEBICEELTVWACENBE I TEY V~ B, T—-SRYAR
£ OHRRRBHOTERZHICEL SN 5 L. BICHIS CabEBEICHA L THOZE
HARTCESHHTE B,
PEEDEESEHPLOREBEI LT (M5) OCEHERELTH I

(x & &)
DMDHF 5 opaque FHMEIRD EbEmI LORNBIRETH . TORBITHERNIT S
DTH5. HEem LT OWBHBIEIIA LED OREER: AV, DMDIZH 1 35 EOH
FREEORBEVDEBLAT-SROYWATRIEIVWHEEZZ LN S,
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1 Opaque fiser Focal stretching
Ethpty

sarcolemmal tube

Activation of
catt-activated neutral protiase(CANP)
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Regénerating fiber

(K15) Hypothetical
scheme of the pathophysiology of DMD

(8 & x i)

) Bradley, W.G., Hudgson, P. , Larson, P- F- » Papapetropoulos, T. A.and Jekison M :

Structural changes in the early stages of Duchenne muscular dystrophy.

Neurol . Neurosurg. Psychiatry, 35: 451 — 455, 1972.
3 Mokri, B.,

J.

and Engel, A. G.: Duchenne dystrophy: Electron microscopic findings
pointing to a basic or early abnormality in the plasma membrane of the

muscle fiber. Neurology 25 - 1111 — 1120, 1975.



Cullen, M.J. and Fulthorpe, J.J.: Stages in fiber breakdown in Duchenne
muscular dystrophy. An electron- microscopic study.J. Neurol, Sci.

24: 179 — 200, 1975.
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1977, P 310 — 324.
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fibers in Duchenne dystrophy. A biopsy study of 16 dystrophy and 205 other
neuromuscular disease cases and controls. J. Neurol., 219 © 63 — 72, 1978.
Bodensteiner, J.B. and Engel, A.G. : Intracellular calcium accumulation in
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— opaque BHEERhOLELT — #EES 240 718 — 727, 1980.
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J. Neurol. Sci. 44 @ 161 — 168, 1980.

Ebashi, S. and Lipman F : Adenosine fi-i_;ih@h;atezlinked concentration of
calcium ions in a particulate fraction of rabbit muscle.

J . Cell. Biol. 14 :@ 389 — 400, 1962. )

Fahimi, H.D., Karnovsky, M.J. : Cytochemical localization of two glycolytic
dehydrogenase in white skeletal muscle.J. Cell. Biol. 29 : 113 — 128, 1966.
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10 Khan, M. A., Holt, P. G., Papadimitriou, J. M., Knight, J.O. and Kakulas,
B. A. ¢ Histochemical localization of creatine kinase in skeletal muscle by the )
tetrazolium and the incubation film- lead precipitation techniques, in Kakulas,
B.A. (ed) : Basic Research in Myology..

Amsterdam, Excerpta Medica, 1973, PP 86 — 101.

Duchenne EfFo = b v 7 4 —FEIC

B B ERRROMRLE TR
kRS R R
¥ E OB A E @ %
=N E #
B RERET L~ 5 —ERTRE—

B o R

1965 £F Shy & Magee Hcentral core #i%iC#i L TLUR. BEBIR T ICHBL2MFTRIC
KOAWENTSE . B3 Duchenne B IR bo 74— (LIFDMD EBT) OHEmHYT
BUFREALAE (LITAL S LB5F) L OMEHEEBEOLIREHICIZ L 7 BREIEATIC central
core HRRBEVEFRICLEONIDTHET 2,

(KB LUHEK)

&Z1DED 1979 £8 A& 1980 £ 108 & CIREVHEFRE TR CRE L EmES
HEVXNRTHS. DMD TH). ESH=v o Y &KE 3 6. HEEEPERBEER 1 MOH116.,
HRESRNITE 1 5 6 B5RT. P23 BRI Th - 7o HIRICHEL LB FAR. &85, F&aE
B BREHEERRELICHEEBEEL. —25CTEXI04D&GETH 2ERL. H& ELf.
Gomori Db Y7 o—4Zipk, PASHt, oil red O ., NADH- TR #fs. menadione-
Inked @- glycerophosphate dehydrogenase#:fs, AT Pase 5. nonspecific esterase 4t
8. acetylcholine esterase Ffa. BMELUTAAY 74+ R 7 7 ¥ — K RBEKT L . 722



FlODMD CTREREBEHEEER. 25% vy —nvTFe R, 1 %4239 LRBICTEE.
TR EEEARL D thick section Z{ERR L. Mg v Tv—ifm, HELI,

(1) - —
Autopsy No| Name | Age Diagnosis

' 438 HN 44 ALS
439 [ AN [ 15 | DMD

441 MU | 14 | KW

442 TT 20 DMD

445 KW 14 DMD

446 TS 17 DMD

448 NM 17 DMD

451 YM 61 FSH

452 Ys 19 DMD

453 Mw | 17 DMD

454 HA 68 SPMA

DMD ’7CASES

Atrophies 3
FSH . |
¢ B)

K1 i3REIBES 452, 198 THLE L7DMDTAH SN REH TS 5. £ LSHE& E §ifn,
% 45 NADH- TR #ifs. ZF#48 Gomori bV 7 o—aZs#k, 4T pH 4.6 T preincubation
LiATP ase $efoThBo FaL DRUD type 1 fiber THY. H&E & Gomori b Y2
0 - B CH RO LHIC R S N85 NADH - TR 8T central core
ICEIE S h. ATP- ase AT b OWMIRBETS » 720 K2 BE—EHTHEHR L IO FHDO L
gk EE R, LRICEHTES. FRICEHAERST 5. core DBBIRA 5NV, DMD
THTREEDEC ZHNAMICI DL ST core WiEHS h. LR K. FHaMmCE
SBHONIEID -T2, K3 ITIREIES 439 DMD (148%) ORBENRNE ST 3o core
BHERPLVORIEDI> T3 T LT 3, COBEERI4 IS B LS ICHICIIEN
RIERRICS. XARD & 51T moth- eaten BICBIRIND T LAH 5o
| REMHBEEFEETHSALSO—F (RHES 438) THES5 O < MRBEIC core
BEYsAs Ohiz, Kugelberg- Welander HD—fF (FREIES 441 ) TRIERIEHEHEH
{ core B#EER A SN -T2, spinal progressive muscular atrophy O—f| (454) T
REBEED core BEHRD Sz, K 6 H61EKTRE LHAEEP ERAERE (451) ORR
BThb, IDEY core A LN 5,



(1) (X2)

(B13) (®4)

(X6)

=: 10Q ==



K7icid2foDMD (448, 453) TRELIHEBHED bvA VY T V—REEKRTH 5,
X| 8 (HEFI 453 D HERDEATH 505, RERRIZIV,

(& 7) (X8)

€ %)

1978 % Bethlem 53 central core DZWHE#EL LT, @ core DA TIE oxidative
enzyme & phosphorylase D7EHE L CIETXIZHK L. BiTid core DELHTEY L7 %
H%o QATP ase FHEHIZIEFRXIZIETT 5, @ core DRIEFDLES 150 p. B ici3 g
HOERICOILA T ENBELZBEF TV, SEHIRERERICAONIBENI N SDEES
L. core EFATOINERDNLS, central core & ZERMK I A XF—PFTRANITH
BSNIRETRS S5, core DRREICOVTIHEERIBERI LI SNTV S, FZIFO
EFR T ONAEZET BEEFIC core 5AH 57T &, @ nemaline myopathy DFEHFICH
core ZEHIELLPHB. OERKIBUIMKRICS core BREFT BT LILETHY. core
ZTOLDRBKRENFRUENZ LV ESNBILE-TWV S, FEIZERLIEFADOLSICDMD &
AL SOmMEDHERBERIC core B3AH LN T L b core DERMICERBH B EES 5D
TW3EdZ LD,

AREHEAE L 55, ORRES - BRHEOBRIBEHMES LTV 5 THEASE—ICET 5
N5, BRERIEZFHOTOS tonic muscle TREMLEMIICHRHBLBTHY . LmE
B R AR = 9 0 ¥ Th D 145 RARO BB G,  AHITHD . K
EHNEIDSZT VT EDHEPH B EINTED., KREFEMICIE Werdnig- Hoffmann HTIIER
BABENEOC LS L MSNABETS D, @L LTI W.K. Engel D5 &5 IR
HRFICED core O L alfbtt. T HICH DMD CHIBMEICHEY LEREE A 1h -
1o R ﬁ\ﬁﬁﬁﬁ%%@ﬁi@ HDMDTLYDFEIT core WEHEINITLENRESTENTHS
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LEZ25, @L LTItk W.K. Engel &RFRBEBEFICELD core B U-TaEME. 46
ERUEAL Stk & bERIICRBRERTFII2 {5 5hiid - 1 '
WIFhicE X central core @%E%%%i%#fﬁi?&%t,@bnéo

I >

NBIOHEHRSRESE (DMD 75, MEREHEHE 3 F. SAEES LRUERE 16D <
SURES BB 2 R LML S0 ICRAE LIS B HRIEHIC central core BEBEAERICH
Edicts, MEEICIEZ DRSS SN H T,

Hypothyroid Myopathy ic#i3 3.
IR DIBRLZER . B bFrkEt

E T BTN B
E N R K )l E B
B B & A ¥ A

BREAEE=N
b B B X m * 3A

M B W W

(8 :3)] .

AR MEEICL 2HEBRD 1 DTH3 Hypothyroid myopathy (HM) i&HBWT. FHENAE
BRAMEE. 5IC acid maltase DL HICOVTRBIB SN TWS, Hurwitz 0 Mc
Daniel &2 {3, acid maltase FEHMETFT LTV E#HE L. —4. Koster 53 3. Z0iE
HHET & PR E L REBECRBABEL TV RN EREL TV 3,

AEL R4 3. 3ADHMEKZ L. TOBREICOVTHEEEEN. EBORFETHL
BERBEREROEHIC OV TEREMA .

(KRR UHE)

HRIB. 3BIE STUFIT, FQUITTHO55F TH B BRIEKRE LTIE. 25BER. B
E. DERFORREBIEETICHE S —BEROMIC, HERELT. $1HTIE. BRRER
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PREE. iz LIRE. §3PVBEREOEMBENOHmE/%ERL, £7/2. mounding BR%
%220, BREETLTW,

E24lTIE. 285D myxoedema %2 L. HAHETREETHIPEBDHTVNAZED
oo ‘

E36liz. RERABRETH VANHBUOHRN EBEOHEMRUTHT VWHAZEDI
RS, MEMSEOERE BT |

WS BT MR Ty . T EOEEROT SHEE %25, TR HAM TLAERR IGER
LIRS RIS TIECH » foo IMh CPK. LDH. GOT WREETh-71. &2, 34
iid, BRIBERZIT S VREENICRBERRTH -7 M. B2HlicsHT. it ACTHS
2D Ich. FIRERR v E ViGRICE-> TEE L. ( Tab 1)

(Tab 1) 5 B |

T T
Case Age Sex (o.so-’l.so)(y-fz.l)uTostH) (u;s( ) Remarks
. severe muscle
1 55 F 0.59 2.0 66,9 111 weakness
mild muscle weakness
2 37 F 0.5 0.7 294,0 142 Hashimoto dis. ACTHt
moderate muscle

3 51 F 0,% 0.1 %.6 198 weakness Hashimoto dis.

oD 3Flicx LT, BEMICHER. RURBIREMESHAMARETL > oo BERI.
TR BB TITE 5 1,

MEHEEMICI. NADH-TR. ATPase. Trichrome %#. PAS. HE O&BEBHICTR
Blfo /. EXMS 5 ARERILT,

HALEEICIE. ERBABEDIREEERTEES L. glycogen ARRSRICBAT 2T ORBERIC
DWCEMZRIE L. glycogen synthase 7E#Eid. “C- UDP- glucose @ glycogen ~\®D
LD THELFERRy MECTAELI Y,  phosphorylase &M, BRIGEMVT, “C-

glucose - 1 -P @ glycogen "D &E D A% AR Ky MEIRTRIELK I,

Phosphofructokinase i&#ti2. Fructose - 6-P Z&Hic L. Fructose- 1, 6 - dip %#IE
L7 8. acid maltass EHid. 4 — Methyl umbelliferyl- @-D- glucopyranoside %38 &
LTHlEL D 54 v —uiEHA RS 20IC, acid phosphatase 7&#:% P- Nitrophenyl-

PAEBELTHIELKY, glycogen &RII. Anthrone ERTHIELK. C- AMP i
=HEESEHS Kit KTAIE L. IVFRAR7 bvid, 600 nmH» 5 400 nm ¥ T Scan-
ning E{TREVAHT LI BAERI Lowry & 9iCTITH - 12 '

FIBPRMESALTARE. HF LN AEEML. 3 MMEMES M 0 2700, fi. 3. 5
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10, 15T I ERIR &K 0 BXIM& 9 icER M LALB A RIE L7zs control & LT, &L 3 Zicxt
LT, AROAMRBRETE > 7

BRELUEE)

RLFENICE. HEREBERY Trichrome ZHERETR. HRERRLZATV 4, BED
KNAEZZD. necrotic fiber 2R 45, NADH-TRLETIE. BILBEREHOER
HisEDBERDI. ( Fig 1) M. targetoid %7zi3 target fiber . ragged red
fiber FIIBDB P>/ ERA M7 LT, E3FTHEBVT, Type T Fiber atrophy %2
i,

AIBEFHIMES) BRI, FifE% 100 % & L CAREOZ(LERS L. BERHISS 171+
BFDLARTHYD. Control B 495 + 121 % & Wk L THSIERIEET Lo (Fig2)

FIRBR & v € iBRATHR THE L TH 5 L iaHBAR% 6 7 AU L2 &84, &BETH
5&. 155 %D 5 254 % ~OHREMBRONT, TOER. BINBERORESTHIE D
THHLLEDHEESEDIHBDTHB, (Fig 3.) '

HAbFHICIE, Glycogen synthase DiE#hId. 2FEHTIIE 2. 3FTERICETL. &1
PIToETHERICE -7 Ldl, BEHERE I FITRESLDEMEER L7,

Phosphorylase 7&E#Eid. FEHR. 2EURUERE 2FEHOLELE SIETF LTV,

(Fig 1) BLBERBEUHOBRNIIRDOGERD
( NADH  x50)
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(Fig 2) BB EHaRR

b
400
(ontrol
300
200
Patient

100

prnd

Ischemic
stimulation
0 3 5 10

15 min,

(Fig 3) FikRg+ v € viGHic & 2FiREFEM A
RogsE (EF1)

X
0}
After
2
Before
100 ¢
0 35 10 15 ww

—%. ¢—AMP3. F1. 2RIKBVTAE LicHL bRFHHEERL TV, hoDHR
phosphorylase TEHALKMBIC bRELH B C LERRT5HDTHS, Phoshofructokin-
ase EHEE. H1. SPICBLTET L. B2ATHENTS 7. glycogen SR, 24
& bEMEERLIZ. &T. acid maltase 3. 2FTETLTEY. HRELTAELL
acid phosphatase TEtkid. 52 FITPPIEMER L7d. control &HE L THREZZRDE

dote (Tab 2)

auFER<7 bV T, standard glyogen DE—2 480 nm & 3HE bE—IH—HL

TBUBERESLEILTWIEEWEER LK. (Fig 4)
(Tab 2.) BERBXEERUc—APLARIL
Enzyme Cose 1 2 3 control
Syegen | 4.99 0.80 0.7 2.39
e b | 9.04 1.69 1.91 11.62
Prosphoryiasel 32.5 4.5 10.3  80.6
Phosphoryiasel 6s.s 21.9 20.8 122.3
a/ah (2) | 49.6 20.6 49.6 65.9
prosonot et 450.0 920.0 104.6 840.4
Acid maltas:) 2.0 2.1 1.2 6.0
hatase’ | 6.6 5.9 82 7.1
geosen” |00 16 21 sis
c-anp?) 128 1108 - S64
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1) n moles/mg.protein/min,
2) n moles/mg.protein/h.
3) mg/g.wet.wt.

4) p moles/g.wet.wt.



(Fig 4.) 39HER~=I b

EIRBABRREE T AEICHE S BIREF IC D TI Nickel S Astrom Sic kg, Bi/IETFid28~
TOBIAAEL . TRIEABIC S & STV B0 BHARHE. BFHOZILER L. BIICEBR
RTHI Fa Y FYTOERENBDOLNTV S, F/z. MHCP KOEHE LFIE, HEEss
FET 5 EOELFHIMETOH 5. BMEOREICOVTH. HIGEEORY. H¥sn
DR OREM. MEAKBEOET. MF Mg OBN%E. SHEITELORENEOND, —F
BANNERRELVIETR. Hurwitz 5 ). FHAHFOQAEZE LEHMO 1 flics
T. WA acid maltase EHEDSHUETF L. iBFEHKD rebiopsy T. acid maltase (E#EHS
EFELIEHELTYS, $/. McDaniel 2 513 HMICHIBFIES) SRR E T VE
B EFOERICRUFEEHBEMEE. HRIEHRET. AREETEZHE L. ERBICEVT
acid maltase FFEHEDETEHE LT3, —4. acid maltase RIBETHS Pompe HDE
AT, MAHRRIEETH Y. ABRERRIGETH acid maltase EHOET T3
HRIEWZEERLTV B,

SEDRKL DFERIE acid maltase FHDOEF DAL T, glycogen SRMEICEIT 3%
BEREESLTETL TV . ZOH T, acid maltase EHRY phosphorylase %
BOETHENTHD. COBRR. HOAHRRICL AR FFOBERIEELSBHALS 36
DTH%B. Lbd., PRIFVE VIERBICHBRIEARE LTV R, ChdOBEEHE
FHTEHR GO LHEES OB, HAM ¢~ AMP L~ LORMAERY 5 GKE S 1 2,
FRIREEETIRAES » MICB I B8N ¢ — AMP U~VITIZEE 5 D1 Z{L A B 150 - oS
phosphodiesterase iEtEdS, BOBRREIET L TWAEHELTH Y. SEDEES phospho-
diesterase EHDETICLZTREHOEZI SN B, Troc —AMPOBMICH LT, EHEE
SEUHDOHBIET LTEY. DI phosphorylase FEHALEHEIC bREEHH 5 HERE L
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Tdo PLED &S BMEEROETORFRRATH 545, — R PRIBEBIEETRETIIA
HEED turn over BETTELELNTE V. BEOARESBEEDT VN5V RiLk B
HRTHBLLEEZ SN B,

—7%7. HRHEEHIICI: NADH- TR BT, BILBREHOETEBH TS, HRED ¢ b
AYFITREOHERE . BEI b2 ¥ F ) 7PMIaAKICBI 3Ty L2 75 —DELENT
SOTHEHD. HMOFREDBEAERE T EHRTH 1. Ti. BIFTIE Type I fiber
atrophy B I H. —MRICRIEREERIIEIC Type I fiber IKEELTEHSEOBRE
HEDIETFAS. Type [ fiber atrophy (BIBLTWAHEHIEZOND, BIAIC, Type I
fiber atrophy % %7:9 steroid myopathy IKBAd3HEE]S 12 O#ETIE glycogen
synthase 7E¥EE glycogen SROMWMBKYS phosphorylase EHIBEETHIEEhTED.
SEIDHEREZ—H LD 1, Lf:bicf‘ HMicB 1 58#R %D Type I fiben atrophy
DHERTHHER, BB EIRLVWEELI LN,

Tl SEOBRFDHT, glycogeﬁ‘%‘ﬁ@{&?%ﬁfdﬁ\ Zhid. glycogm synthase iEttd
ETick 6_570‘#2_ ShBH, % 1HITR glycogen synthetasefEMDETIRREFHTIIIL,
glycogen SROETOFRRBMOEXRbH S bDEEZI LN S,

(x & &)

. 1. Hypothyroid myopathy ic. HMEHAHRRAETHEVIBIFOERELED. TD

RIS BRIRF v € 7 iRBSRE L.

2. ERBIOEBIEFENRETII.NADHEET, MILEREHOBHOLRDEEBD,
3. HEALFITIE glycogen ARKARICHIY 5 EUMREHDETRY  glycogen ZROETF

BB Ehe = AMP LAAOHEMARD I, |

PE. HMEBWT glycogen RMBEHEMBELEST 2F LR LI, L L. EHARICORREES:
BToZOAE . FLBERERE BREHETOMEL B3, #F°Lb—ELLERERL
TE57. SREIE L DEFICOVTRA LIz,

(BEXHR

1) Hurwitz L., McCormick D.and Allen I; Lancet 1:67,1970.
2) McDaniel H., Pittman C., Oh S. and DiMauro S:
Metabolism 26: 867, 1977, |

3) Koster J.F.; Lancet [: 1187, 1977,
4) Thomas J.A., Schlender K.K.and Larner J.;
Anal Biochem 25: 486,1968.
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5) Wana P.and Esmann V.; Anal Biochem 47: 495, 1972,
6) Vora S.,Seaman C., Durham S..and Piomelli S.;

Pro Natl Acad Sci 77: 62, 1980,
7) Soyama K., Ono E., Shimada N., Tanaka K. and Kusunoki T.;
Clin Chim Acta 77: 61, 1977.

8) Walter K., Schutt C; Methods of Enzymatic Analysis.
New York, Academic Press,.1974 pp 495,

9) Lowry OH., Rosenbrouah N.J.; J B C 193: 265,1951
10) McAroLE B.: Cuin Scr 10; 13, 1951,

1D KEFRE KA | EHES 0 FS0EEAREERLLS () 287, 1977,
12) ERJ#E— © #4EEP19 1 357, 1975,

wobbler < & x (%5 B i £ 6 4% 4 i 0
SRR B L OCMBEA RNA RO+ 8

BN HRERT Sk
R H B K
HRARFEFERM BB B RARA I
FE & —

(8 &9)
FREETHREGEDO T F VB E LTD wobbler =¥ XD BRI S MO MR
BLRUMRADR N ADEREZITV. HEEROKENZ(L. RNARBOZE(LB LT motor
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neurondiseases DFEBBEIC OV TEEEZITIo
(g &HE)
2TRBD2EDHED wobbler v 2B XUEAFREBD 2LDOEERB-Y X% 4%
paraform aldehyde in 0.1 M phosphate buffer iC‘Cﬁﬁ@ﬁiﬁ:‘ #H (C505%) o
W7oy 7 Z{ERL. 8 pDEED/¥F 7 4 YYIFIC azure B P%ETV. LT ORAET -
7
I EIEMEMROMIAE, Kb ORIMEDRER ( surfaco area, #?) DA
© 2. microspectrophotometry ( Leitz MPV microspectrophotometer % {#if L CIRILR
FOMEIC & 3 HIAHMEMIAR N ARDER.
¥ 2) _
wobbler < U XDREMEMIAI., MEORESIEHIHEML, BOKE SRBFRITK
DLTWo BMEDRE S, EEHB? Y 20T hEDORMICERER LD - 1ods. HAHER
ZRUE (&1 o

Wobbler mice

Surface area Normal Normal " Abnormal
(PZ) littermates neurones neurones
(174) (143) (12)
Cellular 151.2 + 6.6 125.2 + 4.9 522.4 + 117.6
) (P<0.02) (P{0.002)
4

Nuclear 56.8 + 1.7 41.9 + 1.1 38.5 + 4.8

(P<0.001) (P<0.001)
Nucleolar . 4.78 + 0.18 4.28 + 0.13 6.10 + 0.74

(P<0.05) (P>0.05)

(# 1) wobbler =y R EEENByROHM (CHDFX) piggmaomiaék,
BB XUB/MEDEERE ( surface area, #2 ; Tl L1E#EMRE) ,
FHAROEFITRONREL - - EMIOE. PEiT student Dt RE
ZRWTEHE,
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F7:. wobbler =¥ X DHMFMICELOLORMEMI S, MIE. BbEOBMEOAS &
DRDEF LIz, ‘
MBI R N ARICOUTIA. wobbler =% X DREFEMIIIL. 7if AL M EMIE NS &
BB, ERHETY X LOMKEREERS b o fotl, 0 BHHEMHOARIESLEEL
SN D RBFMEMEL ( surface area = 200 #2) DAEWRES B RNABOWHL IR
DEFRLE (E2) .

wobbler ¥ U R DMBFHIICERDVHEMEHORNARR. EEMNBEOBIHLTLOE
BEERE -1

’ Wobbler mice

RNA content Normal Normal Abnormal
(%) littermates neurones : neurones

All . 19.0 + 0.8 (141) 16.1 + 0.8 (97) 16.6 + 2.9 (12)
neurones (P <0.02) (P>0.10)
Neurones 31.1 + 1.6 (37) 28.9 + 2.9 (10) 17.1 + 3.1 (11)
> 200 (P>0.10) (P <0.001)

(£2) wobblerv 9y RELEEMNB7Y A0S (C505S) BisMEMEEARNA
& ( microspectrophotometer DWRINEK % ; FHgEEsERE)
BURDOKF I HNDOMR &3 - 7MDK, Pid Student D tRE%
RAWTHE,

RICHIRARNARE MR RIOKR L OMEBE RO, EEHB~ Y R OMEMEE LT
wobbler 7 2 D MBFHICE RO OHZMEOMIL. Kb LUBIMEDA % & LHIAR
NARR., T hThoHEERBVTHEFRELHEMER U7zo —75. wobbler =¥ X DR EHIEAR
R, MREEIUBOAESERNAREOMICIHEMETRET. B/MAERNARE ORI
HEOHM%ER LT,
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wobbler mice
normal

littermates normal abnormal
neurones neurones

RNA —

cell surface 0.8878 0.7807 0.3299
area

RNA —
nuclear 0.8591 0.6208 0.1909
surface area

RNA —
nucleolar 0.8030 0.5849 0.7036
surface area

(%3.) wobbler 7 v 2 EEHEMBvY 2OFH (C50FE) HifiEMIEAICRNA
REMlak. e LUB/IMEADORER] & OO HBR, .

(% %)

motor ‘;x;uron‘ diéez_iase_s- "OREAN =X L, BEOERZICOVT, HED Mann it

BRA® motor neuron }Eiis~ea§j9~'s;: - HIRBIOFSEG X ORISR0 MRITRIS L UHIRAD
NABLURNABOERO 7~ —%b&itLT, kfica=—7 BRJPERRLE I,
I motor neuron’ diseases. DL 5 bDKE. ETHEMMOMICAN (ERIF 143
HRED) £5A. HOKEEOMDEE L, KOTHWIMEDA S SOBDE & f 9, Bk
YK - LRNADOHETIHETH Hi. MREARNADAKEAE2LHEY KV -LRNADK
DEBISF, 1. A vV +—RNABLUEBRNAROVT bHOAE SO L
T, ZNOOBAELRFDT 5. ChoOMEBARNARBBEER. MRANICHRANEAES
BREEDET . b7:57, BRERBIMMOEHORALLZbDTH S0 5. ChOBEEIIM
MAKOEBHOET 23 hi. DL TREMEE3IET )23,

ChSDREOWER. »EYKIBSLSDTHY . motor neuron diseasss DEBE T IVE)
#ELTD wobbler = 9RO TH, RIEDTEBEZIBZINES ;b;ii#'#.’—lcﬁlskgﬁb\& A
Thot. SEDERERTIE. %F wobbler =9 X MEMMOER HAICE T, REME
MEOAE SREAL. BITNEHD. —HRMERIESHB Y R EOBICERE ARSI
o tots. BABERER L, COPTE—HYTROEELLE. HOAEIOHEIRD
TH Do Mamn l%i) motor  nenronHiseases DREMFAELS L CHOZLERLE
BEHLTWI,

RICHMEOK & SOZALICER LTA B8, Romen Sick3 &, HUMADK X Xhmd
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SRAE LT, B/MEOBEETE & B/MED SHIIRIE~ND ) K/~ LRNADBHDOEED 2 4
BHFonBEES I, wobbler v U RDFA, COVTHTHHRISEBENLS>THY. 72
EZRFBOTEMUMNEZI SN B LTH, ARUEBNEMIHILETHA5,

wobbler =7 RMEEIMR NARICOVTH. REMERTLHURDERLTED, —
7 wobbler = v RBEMEAR N AELEICOVL TR, RNAGEMERSRBVEETOKAR
NAEEORDHHEHShTV3 Y, coT iy, REMSERARN ARORD & B3 3IE
BHIEH> 248, :

MO MR & MIIA R NAE@*QB@’E‘&%%,IET%'%M? 9 AL LU wobbler = X
DOERFNICIER M. Mgk, BBLUB/MEERNAREORMICHESHEBMER L.
—75. wobbler = v R DREMZMAAL. ML LIUKERNARLOMICHBZRET, #%
IMEERNAREDRICHBEAZR LI, ot b, MBS S LS >THRNADENRIDL
L b ZoMEBE. REMEHERORNARSKEMMEDZNIEKFL TV ERLZDT
BRidvhEEZL SN, ' . _
Elk. wobbler v 2D 7—% & Mann SORLIE FD motor ~ neuron diseases &
BREIDT— 5 EOMICK. MEEDAS S, BOAS SHLLCENTHENSEDONS bOD
BOAZ3. RNABZIZOWTROE Y ORBELADLE SN

E & »)

wobbler = v X OB AT AMEMIAD MGHA LORBRIKITEIL > T, BoREHEH
RIZHEERARNARDOEDE/R LT, motor neuron diseases ODFREICIIRNARBMORE
PR LTV B EEA DN,

(# % X &)

1. Barondes, S.H.: Protein metabolism in the regulation
of nervous system function. In "Basic Neurochemistry",
edited by Siegel, G.J., Albers, R.W., Katzman, R. and
Arganoff, B.W., Little, Brown and Company, Boston, 1976,
pp.329-341,
2. Mahler, H.R.: Nucleic acid metabolism. In "Basic
NeuroChemistry", edited by Siegel, G.J., Albers, R.W.,

Katzman,-R. and Arganoff, B.W., Little, Brown and

Company, Boston, 1976, pPp.342-361.
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3. Mann, D.M.A. and Yates,-P.O;: Motor neurone disease:
the nature of the pathogenic mechanism. J. Neurol.
Neurosurg. Psychiat. 37:1036-1046, 1974.

4. Murakami, T. and Mastaglia, F.L.: Abnormql RNA
turnover in wobbler mouse motor neurones. IRCS Medical
~Science, 7:146, 1979.

5. Romen, W. and Altmann, H.-W.: Die Struktur des
funktionsgestdrten Nukleolus. Klin. Wschr. 55:563-

567, 1977.

HAR BRI U 72 B4R 05 O LR R 5

BEAFERFRE—REFHE
B R — K moN & fF

R .

B DML RSN IR A RIS CH 525, HALICE > THERDEES L <
RREEATR b5 5. 20 ThRbNIRIER. SREICRRLLHAEAVT, BRHLEEH
0. RISEORN. ARGORBEHOREERS I,

(HRRUH®)

EFRES LUBRBREOMRE. AR, BRE. %, RS, LRSERE. =
BE. ALG. AIEEH. OEBEEERN L. |
1) B8 OALS. 485 B. FHITHE, ODMD. 17+ B FiklTRHA.
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2) ABHRER OHES, 64F X, SR 4R, @AML, 50F i, 5k 8B5S
OMERR 653 Ho 5tk 6 Bl

RERUABHREFIATARET v b VIRKDBEILIA v RV & 2 ICTHEER. #HUIL
myosin ATPase (pH 4.3 46 94 108). NADH- TR DR EITIE - 12,

(# £)

D) FEHEBEEEO—RBEG

Preincubation pH 4.6 T3 1 &R, T A, IBE#HIIZThFNWBEBIKKY&hiz, NADH
-TR RIETH | B, TRBHORIIRES TH %0 L LBHO pH 94 1cH1 BRIG
TRI. TRRHEORGGBRELTIN bFH S, pH 9.4 TD Preincubation % IEES
NIXKE SN, FERITTERBHATI pH 104 ~ 10.8 TRAETHIE. 18, IHGHORIE
DEHHES NI, THiREK. HASEEEIEELBZ L, pHIMETL. 5~1585R. Fiy
10651 T 6.1 ~ 6.4 (EHTIR7.0~73) EREICHY I 2O, LIREBOEY pHI4 T
ORISR EREIC LTV AHEERTFOUVLEDEDN S, Zhicid, ﬁllﬁ&ﬂﬂ%if'i’&i_ﬁﬂ‘%ip pH
%104 ~ 108 IKEAB T ELILL->T, ERICCEHT 3{HEB OIS EHBI L1,

2) BREBEO—MEBYT

) DMD

BREOLE. EHOEL{ERFELTO2HRHONERME. MAEERLTY 3,
NADH-TR . ATPase R & b ICHHHHER DB HNHEE TH - fodi, —HTICRICHEYT 3
BRHEOHMABEI > T, LX) BHBRHEBORILRIERB LRABRTHD., YR bo 7
1 — DR EBITEIN B,

2 ALS ‘

Large group atrophy #332% S, type 1##ick 5 target fiberOEEMNHII>TH
72e —7. Small angular fiber RIZFEAEEDONT. ThREHFEBERICE XA
HEBbhis,

3) FHEBEEOHNRYE VNEMH. NER. LES)
) R ARGRERESL. BERIRS p0o40pitBLU. B5LRHDOLONM, ok
bEFP o7 N AEBTRBRAEQOHREERSBREMEUOZNLDAE b1,
Lo L EEFHTRERUMICEREZRBD o0, hRBIcEW T, HIEKSLUHERENE
M o>TW, ARG TRESHERFSSE ( endomysium) OMH—BEBHEOENL DD
- 1o
2 RHER

NADH - TRRIET 3SHEBIORXFMBAFETH » 1K 1 KiRT &S I, —BERGHO 1 B
HICH ZBERBELRT OORBD UL, BN AEH TREBENEUOSRBO G
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BEELETRT bONED -1, LEFHTH, R, BANL bCREFOBREISSEELR
LTV

—7% ATP ase RIGIRK 2.3 IR LickH18,¥9 — 22 L. TD ATP-ase RIGTHRHEDR
ARELTHBER1DCE BRI SR B, BROSVEEI—BRIEHO I BIAYT S
5BT. ROTIAKRMEYTS4H, ICIKHEYTS6HDJATHS. COKHIIKNADH-T
RIGIEE S < . ABHTH—REBEO Th & RS 3 HREDNMES h,

Histochemical classification of human musculus
rectus (bulbi) superior

type ATPase | w43 pHas  pHoea | @
1 O O @) 2
2 @) o O 2
3 ® ® O 2
4 @ O [ 18
5 O o o &
6 o o [ ) 1

@ : high activity, O : low activity

(%1) BEMHD myosine ATPase KX 348

Histochemical clossification of human diaphragm

(ATP-ase
type e pH 4.3 pH 4.6 pH 9.4
LN -
1 O o O
2 O O o
3 @) ® L
4 ® o [

@ : high activity, O: low activity

(% 2) #EED myosine ATPase KX 378
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4) FEHEREBEOERE
) B BRI -RERBIER ZREEEZRTOOLSME. BER. =1 AKObD

LERTH -1 BRMERZI2L~T5.THD, 12~13 4 DML NUMHBOBHE b KR
BoNT, CONEAREEEHRDSERATS B0, BarOREDEFEHMb > TV I
DI SANITOH, S5 S IR 5. |

) FRERHERY  HSRRAERR (3 myosine ATP-ase RICEEETHET L. Z208KhbF oh

%o K4~ 6IRTLSIC, NNERHI—BRBEBHOTAICHEETS28, $LIRIBICH
LI IRRMES D> LB AEBRHEI—BEBHOICIKEIT 44BN - L 65D

o —HERME. T U HEFIRT. ATP-ase FEHOE. —EEETRZB LNE S
MOEBEELTW ., (BF201BELELD) &

(Fig2)

(Fig1)

(Fig 3)

Figl ~3 LEHDOEGTR
Fig 1 NADH- TR RJ&

H. M. L &R9 3SBHOXFINAIGETH 5
Fig 2 ATPase pH 4.6

Fig3 [d pH 4.6
pH 4.3 TRIR¥ DB EFH®ARL TV 3,
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(Fig 4) (Fig 5)

(Fig 6)

Figd~6 HEREDEGUR
Fig4d ATP-ase It pH 9.4
Figb [d] pH 4.6
Fig6 [ pH 43
REFREDORER 4 LRT. Tn Vi, BERRCEEREERLTO 355,
1 LR MR TEEEERIEELEDON B,

(% &)

—RRERA. SRE. BREE b, HERE. FHRELMOTRE | BLUROHRETHN
A BREHEIRFS O, BRERDOIBIRTRETH > /o Eriksson % Vi3, SIREZER L7
FiAZE->T, 4 CHBRTIEINADH-TRiEHIZ2~3 A, ATP- ase FEHIZI0FEBESH
RERO DRI ATETH 5 LBE L THBVRLADERSER TS - 7o NBEOHEBALZHET
#RHEST BT Hoogenraad %2 | A FIZIck > TRA LN TR AR TFODERNBHRES 6
BrRBISNTOSE0,. AERODOUONOBREETRRL D, ABED 2 B Y 2 HEukss
B, RO ICHIBOBHERBAESN T 5, BREL EHILS%. BEAEERTRYEMAT:

WD,

= 11T
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1) Per-0lof Eriksson , Anders Eriksson , Margareta Ringqvist, and
Lars-Eric Thornell: The Reliability of Histochemical Fibre Typing
of Human Necropsy Muscle. Histochemistry 65, 193-205 (1980)

2)T.U.Hoogenraad , F.G.I.Jennekens ,and K.E.W.P.Tan: Histochemical

Fibre Types in Human Extraocular Muscles, an Investigation of
inferior Oblique Muscle. Acta Negropatho].(Ber]) 45, 73-78 (1979)

3) RTHES SRR OMBEN. MEIENHE. BV b o7 —EORRICET 5 EERN
R BTH BINSEEHAREE  27-30 (1980)
4) FEBE; BRORKRE/LICMET S MEEKESE 19,1 —10 (1963)
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Duchenne BIAETHG O X bo 7 4 —EOLEBREFRRE
LER. 7 bVLEREDOXH

BHERAFEEDE—PIF

HRIL & ER VA %
B o® # B X 3A
h "N — {8 E OB R X
A E X R B F X
B s B 5 H B &
e E N B OEFE K
CBf 0B H ’
E R sn R e
® B =

Duchenne BEEFHF U2 b 07 4 —fF (UTFPMD) HAEHOEFTE L bIRBHEOLES
¥ DEEGEBL. LERICHENFTRS bl 5T, & OEEEICH SN NESE
HBREOESBLUVEMNNTAFRDORECQETHD. TAOLORRDREBFICOVWTELDHR
A STV B, D= KGR TIRIOFD PMD BEDHRLD 58 KT B AR
Frank 7 b VOER (VCG) EXHT 3T Eick D, DERRET LHSHTFICOVTOR
ARG 1,

(R G(HE) |

SRR TS ERBEIC THIR L A30M0 B P MD B (E414~22F. T 17.24)
Th 1o HEERROICOHEEIFRED HEBELICE S TR 1 Ofm< 6 BiIAELE,

1

Group 1 " GrouplV

R1 DRGSR
DEL

Groupll Group V

Grouplll GroupVl
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L8 EZ2R0 oRMIcH X3 M, 18 OABERCKEZLHAOGMAL, IR : £5
BRBIKEE L@, VB EXREQOLOBMIL. VB EFHIEB L OHEOSK(L.
BLUVIE | GHHLRESIILALEDONL O DD TH > 7o PMDEEDWBLILED IS
& LCAFD v~V CHE L MBORIRE. EAESLURME Gigi/ 268 Rbi,
VCGRRELCH 6 # HUIAT, BRMIGOHDALZERD A SNITOEICIE L b0 %M L,
VCGOABHIEX. Y. Z#izxA 5 —:C\%%Tﬁﬁi‘— TIRECE%. JEC— 6 BIETERI
BEANLT, ZHBLUSREEQRSBLUT X PBERERDTHTE > 1.

I 3 |

SRORREE 10w, 18 8F GECESOTHES L CHEERE 188 £ 254) . I
#1 Group  Region of Degeneration(LV)  No. of Cases(%)  Age (MeantSD)yrs

I Total Involvement 8*(27) 18.8i2.5
I Total Involvement 7 (23) 18.8+2.0
excluding Apex . :
I Posterior Wall 5 (17) 16.2+1.3
|\ Antero-Septal Wall 4 (13) 15.0+1.2
Postero-Lateral Wall

v ostero-Lateral Wa 2 (1) 14, 6
VI No Degeneration 4 (13) 16.2+1.5

Total 30 (100) 172124

&1 MNREBROWRE LVESHH * 1B BEERAUEDOBRMELED Y

BE: 76 (R1188 £ 2.0) WE: 54 (R1162 + 1.34) . VB : 44 (F15.0 + 1.2V
B 20 Q4FBLUI6F) . VIEE: 46 (F16.2 £ 1.5F) ThH - 1o WBEHEICEIL T,
I, DERfBRICH L TREL. figgsKE{. RBREMDEERDED» -1, VCCOE
SHEMEDO B I3 £ 5RFIh166] (IE56). DIHS5H. I+ VE6H]) O 3BRITITL 1. K
FiE* . ERREA*DBEAQRS N7 brDAZ &R, 1. IHT. 0 - VEICHLEEICKS
C (*P<L0.05.**P<0.02:K2) . KEHE* BLUTERKE*DOHEIR. 1. IHTLDE
Hictehp ot (*P<0.01 . **P<0.005 :KI3) o PMDEBOZMB LU 3 BEHDEKRT
NI PVDRESBEFARRKLEL NS> 72HPMD 3 BiCi3KER. ERRETESE
2RI, FBEOACEOT IR b Eb/MEhot (P<005 1 K4) o FAKTE .
ERRKE**DBRAT X7 VDA I BIZBVTH - EbRiHic» -7z (* P<0.005 .

*P<0.001 :K5) o #A20msec « 30msec QR S~ bivid, 6icRxdtmd. 1. I8
KBOWTH- EHATHIKKRDI L. EEFRDBEFT L. 1 BDI0msec <7 bvidfbEio =
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mV

3.04
H LS - F Sp
2.5 7
} T8 i (T M4 BEEEICEIBHEAT
2.0 3 o ~7 l"/'/@j(% go
3 | 1 |
T 4 14 mV
1.54:4 . H LS F Sp
¢ : 4+ PR .
i { 0.80 prememee 3 E
1.0 { }MuniSD § i ;_.: -E
t . [ S . :'_'_i g !
) apshl oo . i i
*x%P<0.001 :I . 4 U ¥

QS,P Tumy PIUDN P IODN P OMN

No of Cases (1) (9)S) (6)  (TIXE)(E) (6) (M) (5)(B) (MHS)(E) (B)

3:2 Normal (105) 0.401

P PMDEHI

2 HBBEMICBYBHEAQRS

ANV -] 0.20
0
Group

,...
—

N

¥ I

prmmm g mmen

il

—

‘}MuntSD

*P<0.05

P L UMN P 1L UNN P 1 HWNY P I IIN

Noof Cases (1) (5) () (B (1) (5) &) 6) () (9 6) (60 (7) () (5) O

Normal

Eerou 1
Earowent

Oeroup.
*P<0.05
**P<0.02

e E3 BEEECEDSRA

—EmE (105
B PMOT R

Cases
(105)

[Jemomse (1)

(5)
(5)
LA ()

QRS <7 DR

+90
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Cases
Norm.l €105)
[Opmo wne ()
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METBLEELoN. COVCCHRRRESREAIR O 82T T 1. IBICBMYTS
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CEBLTVSEEL SN D, HICEERMESTHE TIEDLHOBEL. BITELIc X
STETBEZEB/NOET. BLUTNICHS HR. EXFHBEDHOLEENOHERBELIC
LB EBOOEBRELICS > & bB{MELTVB EEL SR,
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Duchenne ZJP M D 8BE308)D H#F)IC > W T LK ER R A0 B LD SBALFiC 6 By
L. EEFBOEERELOER. ~7 MUOBRFEE ORI £ - o

1) DERFR LSS EZE BRI B I SBHTRV, B, R/S (V, ) #X,
RVs. RVs OEE%ETRL. 0. L. aVp. Vs. V¢ TQEHEL 12 3MH %R L1

2) ~7 bLVENFR : SREMBIUEMRARKQR S~ Fvid, RIZDRIBOBTIHEA
L. & OBRIAICEDSHAETR L. $HBAT 2 bz, ChOOBTEDNES SITDAT
HNRALL 7o

CNSHBNLERFRO # 7 =X aid, DBABOBAN 7 « — v FOZLBLOHE. o
RIEALD. & LALRBEZOHREILICE 3ERLEBNDOET. 2hicl> HEEEND
HRIBLIC L B HBI S - & bW ELS NI,

x &
1) BN, . MAE. RS, WABE. HAEBCHYR o7 —EOLER

TR, OB, 3 : 138, 1971.

2) KEFFEER, KEEE : Duchenne ELEFFHRI VR b o7 1 —EOLERFEICOVT, Pkt

25 : b30. 1970.

3) Weisenfeld,S. and Messinger,W.J.: Cardiac involvement in

progressive muscular dystrophy.. Amer. Heart J., 43:161, 1952.

4) Perloff,J.K., Roberts,W?C., de Leon,A.C., and 0'Doherty,D. :
The distinctive electrocardiogram of Duchenne's progressive

muscular dystrophy. Am. J. Med., 42:179, 1967.
Perloff,J.K., de Leon,A.C., and O'Doherty,D.: The car@;gmyopathy
of progressive muscular dystrophy. Circulation, 33:625, 1966.

6) BAHEE. AiEE. RiEE. MEEE. EFRE. BJIHERE. /J\‘?tﬁfﬁﬁ:.flﬁ‘ FEFEA, &
FE=. @LEFR. BEIEE. ARK. FEE, ZHPE. AR, HETHH YR bo
7 4 —4E (Duchenne #) O~7 b VLER. L. 8 : 1209 . 1976.

7) Schott,J., Jacobi,M. and Wald,M.A.: Electrocardiographic
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patterns in the differential diagnosis of progressive
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T~8EXMEE LTHBEI00 & et Lic,
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RUZCED 5120 BAQRS NI MR EDHTHHERHRIUSTSHT, K& SREETH
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H oA B
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BEVSHERER/, COE., X7 PLEBRD/NT A — 5 — LT 2 — Kb SRDI SRR

(EF) ECIOERD SR EZREEFD S BPEP / ETO&L IO\ THMBGEDS
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REFRTHELSG, - bOR. D REDHE HIHREHEY . 2 THEER. 3Q
Tc TR 0FECQE. I Rvi HHEETHo%e T05 5. THVE(LREHIRIERERE
EITLESDIRES DT,

DBHOEIEE (Rv) &, SviOES. Qve DES Tve OB S, QTc) &Lx a1 —RIiT
LB HHE (EF) ROLKRI L SEHFTH (PEP) SOMBERILIEC A, Tvelid
BEROBEOLBEDIEELRVEMERL. (EF&ERBT=0774. P<L0005. PEP&IT
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T B TAEALAIT Ty 813, DMDOLERICH D 2 0EEETFORVEETH D, ZDEEK
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L4223 8h normalized velocity i€ & 3
EFHER Y 2 b o 7 4 —iEBRIROLEEEED T

KR NRR
qH R % K
Al

m

B W
B W
B W
W
Mo

(8 1)

AT (ACG) DB LD MEAEENEO TR EMULTOSL LD, fER. 2l
BieDFMIC L CHVONTE . LOLACGIRESHIC loat LTHD 0 —level 2SI/
®. amplitude DERILICDOVTRIRBLEL LS, HLIZECGDRB %trigger & LT,
ACGouUb EDEAAEICclamp 3 Blevel shifter Z2FHfEL. ACGIZELH (0 —level)
BRETHIHEEMAVI, £DACGDnormalized velocity (dA/dt /A) #*analog #HE L.
BAfE max (dA/dt/ A) ERHio '

T TIATIE - 1 BWERTIE. max [dA/dt/A) HBEZRE»SKD zmax(dp/dt /P) & &
CHEL. TRECRNERRT 5 EEINTWS Q—peak dA/dt, (peak dA/dt )/AE S

HEOMBE R LEEHE LT,

4Elldmax (dA/dt/A) DERKRIGA %3 A, Duchenne BT b7 4 —fif (DMD) R
'C[Z;E'L‘%:;CO“'C*&?T e Gmh‘?rlgn?mcer ECG --ee AL

X1 icfHBE %R Lo level shifterick® -~ ACG ,/\
0 —level DBEENILAMBE (C—A Emémm
CG) . —IEV (K b) THSbEN. | h
ZD— RS HIL V / seck 12 > T normalized DC_Amplifier C-Acc(cla;nped—)_
velocity (dA/dt/A) ¥V /sec+ V=secl & Clipper Circuit® :
WOBERT AL LICIE B, TDRKEM
max (dA/dt/A) T. HfLidsec!THh 3, Log Ampifer

dA/dt --- .-

X1 Block diagram
———0—level XDEHDE dAJdt/A ===~
S%cut L. 0—level iT +20 mV ® FO¥ %4 3,

g
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BEEHE—EIKT S0 100mHg 52VEL. AC G ®amplitude ZUXFBRBIIE & 13135
L< 125 &5 KRB L TRE L 1 ‘

0 —level DOFHIEERICLDIBELRL nyJ.‘Cs £9c—ACG DIULLEOHMELL 0—
level icficfb‘élﬂ\?ﬂ’é—?k-ﬁﬁfﬂiﬁ (dA/dt ) %2BZB IR L TGRUH L, £ L Tanalog &
H L7 dA/dt/A DFKamplitude Z5#I L. calibration OHIFE%%E LT max (dA/dt/ A)
ZR¥7e £, peak dA/dt DEHEICE T S dA/dt/ A D amplitude &t L. calibration ®
RIEEZRLT (peak dA/dt )/ A ODEERDI, SSIKETRREBBLVE CCOQED
Speak dA/dt % TOBH (Q—peak dA/dt ) EFHAIL 7,

ACGORERILTHNBAL THERRICHEH T, EFKEIENTH T M1, BANLE LS
8F v+ AWKV T FTII VTS 57 800%4A&H. paper speed 100 m /sec TidsEL 1o
max (dA/dt/A) RFRICLDETFEHTIOT, FRELOTEHEVERTRZDE i0E
L. ACGHLUE CGORRUETHZBHIC L TRHRSHTOLHEERAK, OFRb 3.0HD
HEERD 12, ,

S48 4 ~ 14+ ORFUINR124 & EAEAEBFBC AT D T ~154 D Duchenne TV
A bwu74—fE (DMD) BRI4ELET. BELEEERHEDStage 2524, Stage 37451 4.
Stage 6 437 £, Stage 7 &£ BAEFNFH 24T OTH 3,

€7 £)

1) REVNRI2ZBICDVTORE 7

max (dA/dt/A) & (peak dA/dt)/A&i37T =0598 (P<0.05) CHEL. ERRAILY =
23.2 + 1.25 XTh -7 max (dA/dt/A) &Q—peak dA/dt &7 =—0.673 (P <0.05)
THOMBERL. ERREY = 136 — 0823 XTh 120 REVNRICH Bmax (dA/dL/A)
EHITRREBEDBIZRIZY = 146 — 0.083 X, 7 =— 0.563 T&H - 72H5P = 0.056 (> 0.05)T.

HEHELTRARLBVAND 7 ((2) 0 g0
max (dAiGt/A)

TR REIBCTHIE% LS max (dA/ 150
dt/A) ORBE/NRI12ETOEEHEIZ
[ [
82%21 (SD) sec! Th -7 .
(]
% ° 0.
° .
® o PY
2 Relationship between max =12
30 Yy = 146 ~ 0.003x
(dA/dt/A) and preceding P = 0056 (>0.05)
RR interval in normal r 70 1000 ==
children Preceding RR Interval
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2) DMDERUZILDVTORKE
%fTR REMTHIEL LIV DMD B RI4ZTOmax (dA/dt/ A) DFEEI63117 (SD)
sec 1 T. BEVNEREOMLD AR (P<0.05)E#ERLE (K3) .

sec™
max (dA/dt/A)

120

muscular dystrophy

* [ ]
{ R t { 3 Max (dA/dt/A) in Duchenne
4 3

bbb

2 3 6 17 8
( Stage)

@ —— Stage 2,3 & mesn # SD of normal children
A — Stage 6 #% mean % SD of DMD (Total)

A —— Stage 7,8

(& z)

LAt B D normalized velocity T % max (dA/dt/ A)HS, OLEZERNEL VKD Izmax (
dp/dt/P) L4EBET B &, QLM% RIRT 5 Q —peak dA/dt L DA L. (peak
dA/dt ) /A LEOHBE%E T A L. OKITRREBEIZWBWVIHS EDHEMEAET R L.
KOV TREMERTT TIKHE L

4Eldmax (dA/dt/ A) OBERIGA 2R A7, BE/NRIKEBWT dmax (dA/dt/A) fiQ—‘
peak dA/dt & EDMEIARL. (peak dA/dt ) /A &REOMBIZR Ui %TR REIME
REBOHMSEA ST, ETRRERTOBELBLOTIRERHN L1,

DMD#2# & LTidmax (dA/dt/A) DSEBU/NEBHICH LE@E AR L. DMDETOLL
PHENDET BRI NI, EFIRMSI4EDBLODOTEHERTERVA, BMEFDOH#AEDMD
BRTRECEOBERENFETILEATIVESIKEDN S, F/:Stage 6 : TREEH
DREEELLHEELBL LT L HITE T, Stage DEATHOILWVEFDHIC bOKSRER T AL
IPIBEEL D bR FEBEROZBBERO L THEEINECLETHEEEILNS,

(£ & ®) '

®Stage 7 UL LDIEFI TR LHICECIFEIDIE T HA iz, @Stage 6 ¥ TOEFTRE

REDREE LRREOEE LS —BLEWIEESH D, BREEEDCDI VAT OSIEEL
O EBH B, @B42DHAMEL /clevel shifter ZMOTRH7A CGDnormalized velocity
(dA/dt/A) 3. ZEOIFETIDIEBMI IS —EEL 1D S 5,
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Duchenne BI#fTHFH O X b e 7 4 —fEIcB T 3 ELED

RRBEEHHICONT
FEA B E PR
t HOf Bk R E
[ 5 R AT R
® R B X R E Z
RN

(x C & 1)

TaVe ry RBIMETHRH X b o7 4 —i (Duchenne progressive muscular dystrophy . '
DMD) TRILBREOREHA SN, 5 > MELRL % HR LTRCTBHAMBZ N E3E A
SNTV 5,17 FLBORERMME L CLERD S RLFHORED B H I H R T
R8ESOTOS, V9O 919 a1 3 — ko CIHE BN IC L O BEED HEHTT
b, SSICEZRORIEEDFHEOTIEEE 15 > T & 12, 92 LB 5 ORI AR TS
EICDMD D BETLELOBIEDE T HET LTV CBREALEEEEZ VL b OBFICHFT. %
DEL DRFOBREED ORI LIHERB ONN 0, > TIOHFRDEMNRIDMDT £
BORFOHIHBMESNIBFLRITL. 2 SSRBEEASNATOAME— FLT 3 ~K0O
CORBIRHTEHAUERNTICETH 12,

(LTI H3%) o

ABRHOT6LOMEHREBELRA L. Z0hhd  DOBEDET (EZHREHER
fractional shortening #%0.2500F. ¥ 7-i3Z&ZINESHsystolic time interval TEXHAH
pre—ejection period &EXHIBFE] ejection time DHAS0.4LIE) £, X5t 2 Y74
1 L BEROHBRIC TEZROEHORENED SN Ta Ve VREEFTFHRG VR b o 7 4
—iE (DMD) DITHIEMR & L TRA L BEHROMIIE R, TER, B U A 70— SDRE %
BOETHEANEIIVEES N, 2L bIKBRTESRTEIIT TZOREIL I+ 15
W8FTHo1co FEEALBIC L IEEFRMAMCRIF 1L, VE1L, IETH. E4
B, WEAZTH -1, LERTRLFRFRET L.

DT —RERRZHES SH-1IIAZHOTE 71 7 — 7B L UMD R B E I B SR ON
BREME— Fibot 3 —REEER Lice BERMBALE 723 LML CREBEIT L 720 ) T
NI A LBEBROHBROMTR VTR TITEO, FAE LTSRS, S ERBHEDS x4
HEL. bU—2B82BFI LI, EXBEDORHOMTOIH.ONERIEMMTER (long -
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axis view) . DESAIOMIGHT VB XUAIER VAV TOEMBIBR (short —axis
view) . & SICLARIL S DB ACEF L 2o EZEEE I Hegar JJ, Feigenbaum H 505
2RV 1 DRI 9 segments IKHT LT, EZEBOH X IIZTOBREOEEICLYD normal .
hypokinesia . akinesia . paradoxical motion 53}, EEﬁU)Z"-Zf 15 o 1286 & frAT]

Long Axis View Short Axis View

Figure 1: Left ventricular wall segments by real time, two-dimensional

echocardiogram (after Fe1genbaum H).

Left top) Long axis view. Right top) Short-axis view at basal
“region. Right below) Short-axis view at m1dventr1cu1ar region.

BETdH - 7-ZBALI3 undefined & L1zo F/-BIRICIE 5 H paradoxical motion % 7243 akinesia
22 L7150 %0FE (ventricular aneurysm) O & HIE L1, OMERIIZ 2 AD.LBEEHRY
EMBaH L. BRE—BLLVBLRESICRN L THEIOBRELZRD o ME—- FLTa—K
RTa—E—Lbisegment 1&3%FBEBHETIEL. FIBMOLEPRE (1VS) LARR
B (LVPW) oRgEHIIL /.

(&% 8]

B2 »5E 4 KIS DEAOBEHEET L . M2 REMITERE 20 = < BLUME
— FLza—-KTdHh B, %EEDsegment 3 Dparadoxical motion &segment 7 Dakinesia #3
BHoh. TAFNOHRITRBEINIME-FLT I —Kh s bHOHTH - oo LERHD
BIER T v TOEMENR. Yz —<BLUME-FLOxa-R%ER3IC. £ LTAHEHV
N“ﬂ/"é@ ZNoDB AR 41KR L1, segment 3 D paradoxical motion , segment 7 HBLY
segment 2. 4. 6. 8 DIKBERD D—IRIC akinesia D 1A, DL TDsegment
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T T

Figure 2: 14 y.o.,male. Long-axis view of real time, two-dimensional

echocardiograms (left) and their schema (right top), and

M-mode echocardiograms. Typical paradoxical motion was seen in
segment 3.

Schema

Figure 3: Same case in Fig. 2.

Short-axis view of real time, two-dimensional echocardiograms
at basal region and an M-mode echocardiogram showing paradoxical

motion in Segment 3.
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Figure 4: Same case in Fig. 2 & 3
Short-axis view of real time, two-dimensional echocardiograms

at midventricular region and an M-mode echocardiogram showing
akinesia in Segment 7 and posterior parts of Segment 6 & 8.

hypokinesia %5 L 72, segment 3

EZBEORFOEH &% F LDTRIS TR LT

CASES

No of

pa

BERICE S A0E
=

U

4

paradoxica;

hypokineti

uncefined

C

5 6 7 8 9

SEGMENT

Y2 akinetic
[1 normal

Schema

D= EHE L7
&

@ paradoxical motion (Z{£BED

Figure 5: Classification and
distribution of left
ventricular wall
motion in each segment.
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segment 3 & TICD A Gz, akinesia idsegment 7 Tid 2 Flic B S, lﬂ\géﬁz%l‘i% <t
D& segment T 1 FIg" DA 2o hypokinesia . akinesia ¥ & T paradoxical motion D% ‘
TZ2AbE b LkEDsegment 3TIRLHIC, segment TTRIEFEINE L7 1 HEKRL L5
ICEEGHORENFELI, Péfﬂ']%@segment 4 " 8 LA MAIBED segment 2. 6 DFXDER
BESHTREVH, LEBUTRORBAICH L THEXOETHHBMARER Lo LOLL
KRB TRERVBRELFIDE A SN, LEBORRIT S Flics Sh. 3 4id segment 3 i
FRREIL. 28li3segment 345 TICILHS» Tz (K6).& 5 isegment 3 & 7 A5 paradoxical
motion %5 L7:hs, D EBLL b akinesia F 7213 FE D hypokinesia % BDBKOE TR V15
DEBEHELLED -1 1 flRED T,

ANEURYSM
9 cases
3 cases : Segment 3
2 : - 387

NON ANEURYSMAL
€ PARADOXICAL MOTION

1 case » . . )
Figure 6: Localization of ventricular aneurysm and paradoxical motion.

ME— FLx 3 —-KTHBRDOLEDRR (segment 1) EZEE%EE (segment 3) DHEEE
BEJICFHEI L /b3, paradoxical motion %2 UHEEOREIILETHRECE AW (KT) o

Ewo °

0

>

o

g 5 °

—— [ ]

by *e .o: ¢

. § .

[
T T
5 10

excursion of LVPW(mm)
Figure 7: M-mode echocardiographic excursions of interventeicular

septum (IVS, Segment 3) and of left ventricular posterior wall
(LVPW, Segment 7).
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DMDEBWTRZ K OPTLEREZR CHDLRRIFASOORESL LN S LRFHOHE
ETH b, LROBRZEI DV TIHFEZNRRD S ROHOEHPBHELISL Sh, L£EEENE
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7 PVILERD 5 S EZDHRER DL & T%/C\ﬁ@&“ﬁ?’:ﬁ?%?‘ SHENERRBHEINT
B, 1D 8 6), 13)~18)

FEBEBAY 75 22 DS BE D SR 1T 13 25 R IV B AR (systolic time interval ) HRN—FETH
D, B ORBICHERNICES AV SRTH 3, 9~

DT 3 —EASERISA SN TH 5 DMD OLCEHED FFHHICR LT HHEMSL ST B,
ME—-FLII-RICLERFDHTH D, ¥~ WD 2 oRINITESREDONHB LU
PRSRIAD BB S R SEBICET Ly HICiE MO RS BREsSE L ¢ BETs5&
Wb TS, ¥ )20 2 [ IFIED ISR (ejection fraction )  ERNEEHER (fra—
ctional shortening ) . ZZRFAFHEHEE (mVef ) BETTEELVSHLELE ©~0  j#ic
ET LA &S HEDOTEHS 5B, TOMMRNED L D HHEATNORE TR

BIHEEZOND, TEITBEORELAS T LOHA LBV ERHOBEEICL D BEED
FEHBESNRI SN itk 3 EBbhi,

- BRY) Ty 4 ABEROKERICK D Z0EEE. BRESERFOSHIOBITMILIhTE
DERBICOVTHREIN TV S, 2 2 K4 (IHegar JJ, Feigenbaum H 52 DL 12k
ZORTNEEROTRI Libs. KiBROEEHIEETH T 1B CWIBERIDORED f- b D
BOREHH SHTH D BHEHEEEL N, oA EORELSEMELREICHT 2 bOT
5. A58 DMD TEZRO B REERIC 1 TRE LS5 SR, Rl OERH
S ROBREDET 22 L P TREZREDOH S AR A SEESh, oW LTX
DEETH -l BELEMNREEZELADOEHEBET T 55, EERETROEREERT
BHIHH SN, KM B L1 DEETHSNEHATHSB L Lbsgbhl, CRSOHE
RELCHE Sh TV 3 HEEL L OCEROZLICHYT 3 bDEEZ Shi,

BEBOHBRICL 3 EZBRHOBH X OHEREZLEDE X HMb - B TITHL>T3
PHFHERSEZRTE>THZNENOFETOREA S H D BsICIBRVSBEHLIIETS 5.
HE. A5 ERERERREARED S, ThoboOBBRHELALNLEEZTObDOHE
FHELTOVB EEL SR,

ExZ bME— FLxa KTk BFIEEADOOEDRELEZREOF S DRI EITE - 1285, %
DHMEME-FLZ 3 -ROORHRICHTIEA®ARIL. SSREBNICERNLEX
DFHAEDIDTH > 12 SEIDERVRTRICEBRELSTELOSHEICHEES QS T L5
OHERY, H-oTME-FLII-RIZhoDEBELXERMICESICHENTEETH BT &
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COz (K7),Ca0213 Pa0, L#DME%ERL. BEE. FHE. STHOMEICETLT
Wicds, CvO2 RPvO: ERIUMEMARL. FHBOBRESL > TV, BBREOKRESR
DEN. HIERTOREHBELHANIRIODEELISLLE, FA2—BFEHEEIONZFHR
B—BEDBKE (L ROT, SABEBHESRBECET, ~y PEHS—B2HD B4, i@
ErEE—HLT,

RIT, FHRICOVTHREL, VERICES RECCHO T 3ERIC K 2 BB RNBRESR
DEERILTHI (F1) o BSHOEFAKMBLBODO T, B> LMD STV,
20mP kKL &mﬂjﬂ%é{zﬁssokmxbWﬁSOkeoﬁbl—ﬁﬁiAémiibké WkHic
Bbhi, Wl - REZOAZTH TR BRIHEERIES SO -7,

X7
€Oz Dtype CO2
Vol 9% il
- Ca0s Dupe %80 242 % £.—iv 158 CaO2—Ci0z (vor %)
20+ .
L X3 1
COr “-“. kg~ 20]21-30|31-40|41-50(51~
b 9.08 [11,30 (11,10 | 6,21 | 9.42
t 20 2.8 0.24 0. 29 3.0 2.7
154 nz2 nza n=2 n=a nze
3.43 5,30 7.97 5.50
[ 1 5 1040 2,00
L n=1 n=2 n=» n=s
L 86.50| 9.63 | 8.71| 8.45 8.52
10 + 1 0 3.4 2.7
| . nz Nu1 nss n=t n=e
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5 0.0 |’ o 48
i na2 n=3
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DMD®EHITA 5 B early Morning cyanosis &
Mm#&E» 2D ARNEE)

ESNVA S i)
=5H E
B % &
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(2 C & 1K)

ETHB YR o7 4 —E (IFDMD) 3. 250 BRBGSETHICERRELTYWL D
THY. THICH-> THRADBIEREL S .TbDTH 5, MilltEoBEL /-, HROEEL4E
HERFICED 25D TH D, BHEDO#EITER L. terminal stage ICIIFFRALEZLTL %,
TROLFRADOER. HE , WBOEREICK SHFREGHOETHB O, MRHERSREES
10T C LREROHEDAD TH Y. DMDOFRERDE S > bEELF — v Th Do W
A2, BIBEETZMES 2O, SIBR UM, 1974 £, Zitis D o &Lk, 1976
£, Vignos? OHEHND B

Taid, BRE. B8LIELIE cyanosis 22338 EMH D, ELEEG 1 ~ 2 B CHET
500355 C LERBL. TORBICOOTHHEAS 2D BRESH., FOMICOVTHE L. Xk
FIZEEEMATHET 5,

&)

KRUICRT &SI, BEE (FEEHYRFRID (0205108, £49F~21F1H3
6 ZTHVC RENTN. 67.0%~242%. FEV, RIEF3D0.165K %, 064~ 1.36. C
PKid, BEEIH->T. BEFD IISIU/A HSEEFMDE5IU/A] EH - ILGHE) DbDOT

B3 A% ¢ Duchenne type 6%
IR |BEE | %4 [ v [FE] CPK
Y.K.|I-2| 11y | 670, 1.04, 915y,

MA.[I-2| 9 |314|064| 570

HY. I-6| 11y |514|016| 400

Y.S. I-8| 15242080 130

YM. I-8| 20y |342| 1.36| 168

M.S. I-8| 21y | 314]072] 65

— 156 —
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® MEHZDOBREHOHIE% (Instrumentation Labolatory pH/Blood gas Analyseri
813) ZHWT. 1H4[EL FHi6 &, EF. F%66. Fr 08D 46, #HkMiOFEML., P
coz Po; . HCOs— . Base Excess (UFBE) . pH. 5LUBRBKICOVTHELL,

@ EREEEIC DWW TIE, Anima #t8).Pulmocorder Model R—1950 %MW, £ 1iCRd
FHEHIR DO TRIE L o,

(R "
CR2IGRT LI, FRI0FHDPcoz 3. 2. EF. FHOBHOBLD ERLTED, F0H]
6EFICIIZTNLDPSEFELRLTV, T4bb, BEAEINSCELVRHEDOMER. 27
45mHg DITOIEFE#BAANICS -7z A—ADEEFTIIFHI0 T, 456mHg 223 bDHH
0. THUI, FHISH~ 4 BEISMEEZEMTNE, bo LBVEZRLAA SHINLVER
b b, Po, DEFT. RIIWRTLHIK, 1FIOFEERDSH. EETRO80mHg %7K Licds,
ftbd 5 FUIIEHFHANTES L T/,

#2
pCO0:
45
440
35
#3
o Po OEB
Po,
100

9
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K4 ICMBEDHCOs— DEFHAERT, HCOs— DZEHE, HED 1§, hEED 1 FIT. EFD

L0 DEMER LR, FLOEBR L 148, 2L LT28~2BmEq/L Ok
% 2 TIEMAR L1z

ﬁ 4 HCO,-

REDHCO,- VJ_IIi

2b
23
21
19
17

6 12 18 23 %

RSKBEDZHERT. CNHHCO— LEKOLH. THLLEED | fil. PEED 2 Fins,
EFORETHEDDEMEERLIELE, BIFTTHEELD. pHOEBIZ. &6 ITRTH,

#5 BE (hase m.)q’xm.

#6
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EETORSED 2 Pl. TEO | FITEIEER Ui, 2H& LTI, 55 08O, 57168

DIk DIEMAT LTV B4 pHT 34 BITO acidosis £ e b, HBEED 1 HIEBRL 5

BT, 5bEED 1 flid. 2MEEELT pHT.34 BT TH-ro R 7 ICHFREDENEHE

FE. TUHETREE | HRIME L. 5E 3 ERE LT b - TREESEEOmE L,
&1 -n} LT
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DMD i BIFREAEIC DV TR, 2 OWMENH D, MRS ik, DMD 161 D3 H7H
5%V C. 0FRHEDEMBEELRT DR, FEEHEEOV, VI. IDHTRER. D Bed
Patient IKF{H505. LHLFEV, BRALEST. ChoORRRERERGMET
HBELTVS, MBEHRIDOTIE. pH T34 LT acidosis %773 bDH58 §1.6.3% L1
BT, $1Peor HidSmHg T bOBITH. 135FBEES. LivdCMBBEELED
BIRRFICIEVE LTEY., Por BOBKRGDERAEMIEIIOFICHOND, CHIZEEEDIE
FLEAICE O, CORUBREIL. StdVOHEE b, JIZFHORE TH 3, Vignos 2 0
RERKINIEF, DMD2AFRDOWTMBEI ZDOMMTEERKEL. FNENDOREEE (Vignos ) 3
LAHTHABH, 2FEFEAICH . KK ->Td, MREENLVRYPaCO,. O _FFid
L SoIRBVCOBLDEFRE L THENRIRBROE LWVIEAMNH B EERLTS,

HL2DEHTH. LRoHELEH. BRICBIAETABMBO TR, KEDLRVREEED
N, PORLADEED 2HICBNTH, R2ILRTLHIE, BREIDPcoy D#Ei345mHg % T X
TSt tee L LARZE#ESS &, & < AR 0 BOBRFOMER 2 fliticismbg ¢
FEEZRLTHD., ThESSHI, FRI3 LTV LRFR4BEICAIETNE. 50 idb-&
mOMEZR LIk RN VL BbOh Chhe iR ~NAERR LA OB BDF 7/ — ¥
RIEOFREBIESH SNEDTREVDEHETIHUTH B, £ L TEELFAI6 B5305r ~
FHT T ROREKRE. BIEXDEREL, RTIRRT LI, BEKEHT LKLY, 2OVDY
% early morning cyanosis DHKEEEBITONTOEDTREBVWHEZEZTVWEETLATH
%,

#->T. D57 (early morning cyanosis ) FEREEZICH LTI, D & dERED. &
CREBEBRICOMBEN R ZDMDF = v 7 HITONBZHENS DB LITVD, Z L TEBHICET
THFREEDORPRE LERKIC, FREBOH#KE L COMUTRE WD, EOR DT
FTEPIODVTOERTH 2 o130 TREVMEEZ B,

172, SEOHER. FHMLLC. BOTRTAEEALEL . MBI XRDEREICEELE X
5% { DDA FILONTH, 5. SSHITBRLTHELL,
€7 =)

®Terminal stage ®HBHFIC. B¥IC early morning cyanosis &S HENH BT &,

® INSOEFEOKREETE. BEIOMKT DB, BITEEERNTHST &,

® L&Ll. MBSV ZAROBHREH T, L EHE»SBHIK, 1< & bPacoz 45mHg %2 C
ZHBRBELETSITHAH T L,

® FEEHEOmE,S. BREREIC, MEFREFBNICITOSRENSSHT L,

PRS0 THE LT,

— 160 —



(64 3]
1) =i EA. fi. EOEHYR bo o4 —EOMEF IR /NRREEKR. 27, 940
~944, 1976.
2) Vignos, P. J. Jr. : Respiratory function and pulmdnary infection in Duchenne
muscular dystrophy. S. Karger.,Edit., Gordon, C. Robin, et al., 123 — 130, 1976.
3) KE F#h. DMPREALOEKRNFE. BE&K. 34, 27~35, 1980.
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Duchenne EIPMDREAZEOMFE I A 7 0 €

HLHERFEE—AR
ST I - R NN E OB
Mt B F L & BB

2 e IR

Duchenne BIfF2 b o7 4 —fE (DMD) KB 3 UHRRERRORSLIBLDHETI
ENT0EHY, B ERLTHWAMAEHRD creatine .phosphokinase (CPK) iEH#:AlIEIC
BOTH definite carrier CTOBEREDRIBTH D HHTHE TR 2,

4Bl F4EDMD I 03 OMmcic EREICRH SN S 14 Vo v Y BEREEDMDERD
BBTEEL. ERICRIEL/CP KiGHEL FETRIBERO EROTERE AT, Eic. EF
BHICE B S 4 78 Y OEBICST bRE LI

(&R &EFE)

UToREBIRODVWTHMFEI A 7o VRS- IA o v2H0k2 fiiEET (247
CYF9 F) . CPKRAVY 7 —EETAEL /o
1) mE A7 o Y EDEFRDETE

#4770 MEDEEBERET 5 AIKL2ADREEDMFE I A Vo VEERIE L 1.
Bi434. THIIB T, FHIL 2 ~635%1ET. F537.3 £ 120 (MESD) TH5.
2) DMDRRSHOMA $ 4 7'0 & {5 LU C P KEEHONTE |

EYRBFSERBRICARTODMDEROBHS LIUENEH VA a7 4 —HXDODMD
BREHSHOETOIH] (FHER 434 £ 7.0 RICOVWTMEIA /o VB LU CPK%EH
E L ThoDBBOMERIZ Known carrier 1741 ( definite carrier 9 #]. probable
carrier 8 %) B KLU possible carrier 4FITH 3. FRMIZBPOARBIITEL, L ILE
HERELLEL T, |
3) DMDERBHOEHARICKZIME I /o VHDOLEH

Known carrier 11§ (CE¥ER 43.0 = 6.6 &%) (definite carrier 6 ﬁ]+ probable car-
rier 5l) & possible carrier 1451 (FIE#42.2 + 69 &) B LUNBORBRALTFI0
#l  (CEYEE382 + 64 8) TOWIKT3 MO ergometer HEZITHV., MEIA oY
YEOERNE(LZHE L. HRECIARRIICESREL L S8, AR OEBMICTRHZ
RicE i, RMIZARER. AR%I105. 309, 6028 LU 180 5 D&t 6 BIfTHE - 72
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€ £) (K1)

1) [# $ & 70 & VEDESROLE SERUM_MYOGLOBIN
EZDEEEDME I 470 v D FE N DISTRIBUTtIr?eNC%fNTROLS

167 £ 58 ng,/ m TH 1o ZDONFIRO 29

52T ng /nl ETH1hs. %< i2100g, mt N=82

T TH -t BIFICH~SBETHEM +3 S s M=67158 mg/mi

D =24ng/mt PUTFHEREEAERE L1
2) DMDERBHOMA I # /o vk &
UC P KiEHEDHIE

Known carrier 17§%1264 (70.6 %)<
HBCPKERSMHEETRL, MEIA /o /|
2126 (70.6%) THETH D, EEREERIE
TI1361 (765 %) ORHETH - 7. (K 2)

Possible carrier 3461 9§ (265 %) T
M#ECPKHS9H (265 ) TIA s o iE (K2)
BEiEERL. 3HTRIEFCPKOA, 3
FITR I o VMEOLDEETHD. R
& LTHEDREDHME LY T3FIh126] (
353 B) DB EIE -7 (K3 o
3) DMDERBHOESHAMIC L ZMAE I 4

Jovr Eoxs (K4 K5

T0W 3 3D ergometer EAjickBCPK
LI Vo vyoMENOELIHNBRTIRE 100 °
BLHOTREL. WIFhbIEEFHENOLH
Th-t, 59 L

DMDERBH TRCPKOLEHIJIIEAL .
BHohiiho it w C K

Known carrier 11§ 8% (723 %) TC ° S0 100 1507200 300 400 s00,
PKEHMER S, 71 ME I 7o il
79 (636 %) TAMAIKEEET L. EBHAMIKCLY 5HATERSSL N, 55 1 fIiLE
BEMHICIMEMZR LTV, Known carrier I3 2 EBHAMEMEbEMEIA S
oEVEICE ZRHRIIER[NGID8H (723 %) TH-1.

Possible carrier 1469126 (143 %) TMECP K@EMEH 1. MiFI A 7o Uiz

12 16 20 24

KNCWN CARRIERS

o :Detinite C.

o : Probable C.

NI18OTO0ANW

150 .

—163 —



(&35 (R4)

POSSIBLE CARRIERS KNOWN CARRIERS
250 /
L4 ngiml|
2 oa .
204 S
@
2 /— Detinite C.
z 150 —
) T ---- Probable G
150
oo
100
100
L ]
[ ]
s0 . 50
R \ S
o CPK \\\‘\\‘\\\\\\\ \
0TS0 100 150 'z0 00 400 500w, 0 ANt
Betore 10 30 60 - 180,
(5.

BRI 1A (7.1 %) TEEERLIS
EBARICED 46 (286 %) THMHEIAS o
EVEMBER L. 205 50 3 FAIRAMREIKIZE
lERLTEBY. FEERERII1IFG 45 (286
FTH -1 150

6. EHAMEKERICME I A /o v ED
ERE- 7 ZRTERBEE LT,

€ %)

JIfE. radioimmuno assay DB ICE V(M
HiA 7o VEDORENSTREL IR .. LEHEE
ot Yo YR b oy 4 —EHEEE TS
CEMNREINTVS, LHLEss, mEIL
Fo/EOEHERERICL>THRATHY 3
B—AHELE->Tdb*y FHEITR- K IEEHER
ELTW3, SEDRFICELTRL2ZORBHBOMFIA /o e/ EZREL. M+3SD
D24 ng /mt PUTFREFERE LT, BREETU-10

DMD® carrier O#iiEE LTRMEC P KEHRIEDIL { TIEHN TV 525, definite .
carrier TOBHRITOBHIHTHY. +9TIHEV,. CPKERRAIELUNICbEL DOMERER

POSSIBLE CARRIERS

X
o

o] X
Before 10 30
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TEHERE, MO E(LELRE. BER. HBRET carrier RIBLDREZHI STV B
D2, BETREDOSVEEINC . BAORMEOHADEICE D RIIBOME FALTHAT
““%o Myoglobin ZM\ 72 carrier KD HSIZ Adornato & 8 DIk > THINTED.
Defirite carrier 1655 O filiC &A% 2%., Hic 1 BICAIRRMENABRIC LS Dh. C
PKAE L DEEDHICL DEEFI6FIPISFIOREA B SNz, Ando 10 513140 carrier
KEWTCPKBIMER 643 B, HEDMADETTBE % DORIERTH-7:E LT3,

B4 DS EIOKRFAFER T Known carrier 17k 5\ Tid. CPK. 1441 EronfFhd
BUIETIZ 70.6 % ORUBETS > 7245 MEDHEEMADESC LILLD. 165 % OB
FHEF U7 72, possible carrier 34F| TR TIICPKBMTIH (265 B). 147
oEVRAIEEDMEDLETIA (353 %) ERBRHMBIRSELE,

—7%. DMDRBWTRIMG I 47 0 & VM EREHEFRIC LR 3 & BBHCRA B8EL
T DB Lyonisation K&V carrier DHBEEHDOERLEDMDBOERZEDA~AF Ol
REVEZONBC LD 52, DMDEELERICEHAMICLDIEI 40 S bR
HLEBEZOND. BE, BAXDSEIDOKRFFERIC LN, Z L DHITEBHARZDO M 2
o ED ERHMBE S,  Known carrier @ 1 HlB LU possible carrier @ 3 FjTi3EH
BEEIICREEE L > TOREVBEHENS, MEI Ao Y EEEHALEDORE bR
LY. carrier RIBDEL ZREE FRBHIN S,

(£ & ®)

DMDEREBHOMFCPKME, (470 Y EXAEL. HEDAELD carrier RIHRD
RSB NI, $ic, BRHAMELMA A /0 € BRITICL D, RERNEIC R4 355
HERCT.

BEX®
1) Lane, R.J.M.,et al. : J. Neurol. Sci., 43 : 377, 1979.

2) IEREAKER : M, 24 693, 1980.

3) Hische, E.A.H. : J. Neurol. Sci., 43 : 243, 1979.

4) ZHFFOR, b DAL, 35: 3891, 1977.

5) Ando, T.,et al.: Clin . Chim. Acta, 85 : 17, 1978.
6) Adornato, B.T.,et al.: Lancet, 499, 1978.

7) Jutzy, R.V.et al. : Amer. J. Cardiol ., 35 : 147, 1975,
8) Miyoshi, K.,et al. : J.Lab. Clin. Med., 92 : 341, 1978.
9) ZFFFOK, fth: BABZER, 38 : 524, 1980.

10) Ando, T-.et al. : Brain Develop., 2 : 87, 1980.

1D NMEBIER, i EEME
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BYyzxbe7 4 —EBLCREZFICET S
M A7 e e MHOHE G5 2H)

RARFEFRE—AR

m R EhE L O 1 R
+ % i3 N E E:
o H & L OB E =E

BYR BT 4 —fF. ZOMOMEHEESBXUDHRRZICOVT, HERKE. CPKZOD
oo MEREREM &M I 4 /0 &V EOMBES XU & 7 0 €Y DOEATOBEIC DV TRE
L7 ’

€ 82) .
® MEHRBICBYBME A/ 0 EECP Kk, L DHiEH & OEMEBEKIE. 13128

14 &E U < EOMBIBIFEAER L 1o
® /ot vEBLUCPKERDFRREZICHT ZRERIE. FiEs5Hl,/266h (19.2
B . BELIE26F (54%) LERTH -1
® (Ao EBLXUCPK. LDH, GOT. GPTHRFOELEFEHEDOBAERHICODNT

. 1470 VEOLIKEBEOE(LOE Shis, MEMRICEEEERED - .

@ [t 4oy ORBAOBHTIZ03 BT TH- ko '
® ZERUBRTHAIIKDOVT, steroid BEDOPRAEIZ S ot VA, CPK‘FS‘E{GCOVL\'C&

7:05. CPKEMHOBLRIIZ /oy ORDRICE-> TV,

% =)

BRbOES N I A Vo eV, ZBORFICAV SN free DETHET 2RIZDT
7. MAEE (@, f— globulin ) LOHA. Rebthitt, HAR~OHBTEOV 5051
EHSNRBERBEN->T W5, . BRSSO t 47 0 VR, REHREIET
KREHONT ., EF). EYFOLBLMOMBERER LD ZIPT L, A0 VRREER
AOTEE LTRRFTNEANSBEEZ 5. '

— 166 —



BADO@HT 2w 7 4 —fERRET B
& 3 4 7 = €0 HNES

B REFes R
& B = NNeH IE BB
BE g -3 & ¥ R —
BHEBRFEE—AR
I I A

(12 C & I2)

EITHEH YA bo7 4 —ETRIEI A Vo eV ENEEEZRTCEBNOhTHE D23,
4 (3BEIC Duchenne TR bo7 4 —fE (DMD) iIKBWCTHRCPKELELTHFE &
s b EOEHNERTEVT bERICAZVC EABELTVS L, |

4B DMDE &L bIRMMDFBDOH IR ba 7 4 —EOMFI 7/ o/ HOBAZEHIKOW
TRFEL.

(ki & H3K)

HRE L BERABICARTOUTOEROB Y X b 07 4 —E:366. BLUNBO0E
BRERABTF6HTH S,

DMDI2E200T. 8 BRFEHICTHITOIRENR 1 505 4 EEEDHEEREEREICH S 56, 5 6 ED
TP LU T,8ED8HTHS, BeckerBBFIZ b7 4 —fF (BMD) RTHTS 5 2Fli
BITAETH 3. BB IR b7 «—fE (LG) @56 55 2H3BITrlkisikEicH 5,
HEEPEREFH SR o7 — (MD) $2fITHD. TR LBTRAETS S,

RIS B —BEDS : 30 GRKAIZHE) . 9 130, 1330, 1600, 21100 GREIEE)
BIXUBEZHEDS5 130CH5, DMDD 1 ~ 6 EED12fi & T, B3 BBERICESE
LTVaH, &L ITHOFBRIRMA LD -7,

IZ o2tk MV radio- immuno assay T. CPKidA ) & » —ZEaxHO
THRIE Lo
(¥ £)

DMD. BMD. LGO3EIICPKERKLT I A/ 0 YOANDEBIRAE D 12,
K- 1 IROS T DMDO 1 flitsi3 3 32 o v ECPKOBREHERT, Th
Kt UTFSH. MDR A /o vBEOKIESGK S SESHELRST. TLEROEDOE
BbZ Lot
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E-1)

DMD Amburatory (ase G yeo.
= N
S S
‘Q 34000
600} & u
% 2
’ AN 3000
a0t )
200 — Myoglobin 1000
- CPK
4 1f 0
530 930 1330 1600 200 530
®-2)
X — FSH
60 - MD
Ny,
4 — Control

40

20

1470 VEDBRILED 3 REHEAEROH YR o7 4 —EMTHET 5L DMDOS
ke 1 ~ AEBSEETH . ROTDMD 5., 6 ERBSLUBMDSITE. DMDT7. 8
EREEBMDSITARERBLIULGRELD. ThORRKELTF SMBLUMD 3D TEHE
T® 5%, DMDEBMDTROTNOBITHHEL. HIVRETLTHEVEONBHMETH -1,
L G TREAKHSEA TR VA, SITTERERERLOMKRERZRS SN2 (K
-3,

CPK& 1A/ ot YOBRERICHY 5RAM B/MELEL 2 LR-40ML 183,
DMD. BMD. LG&bik I/ o YREYTL0H LOZEHERL TV, CPKIR
AR5 05 200 BLURNDZEG DD > 120 Tl TOXEHRBYOHF IR b a7 4 —ERBVTREE
KROETH B VRBTHELEL TREOHLEERSONLEP 7. FSHBEXUMDTRIZ
FobevOEHIICPKEREIFEEETHY. FHLEHRIS oL, T
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(®-3) (X-4)

o Max/Mni Rauo of Myoglobin ¥ CPK

Maximal Value of Serum Myoglobin
o
800 °
800 - - A
g2 © o
°
° 600
608 o °
o
L I °
o
. o @ . R
° 400) o °
400 ° £ °
¢ & . ° °
o0
: ¢ . LI 8.
) 200 ‘ $ . O¢
209 s S . | ST T
[} .
¢ * L4 L4 ' ¢ ? ¢ : 8g
L] ‘ .
g8 &
Sihd 56 78 Awb nAmb. Amo ndmb.
/4 5.6 7. b, Am nAmbd, ’
st 6 78  Amh nAmb. Ama nAmd, FSH MD. 28D BMD LG SH M),
DM D BMD LG Y -9 .
(& ®)

SEOR%Z DERIIDMD. BMD. LGTREWHIKIF /o Y OMEEAERLTHOST
& BRUCPKERKRLTELVBREHNAZONELEAERLTVS, COLHRERIREL
TRCPKHIZ /oy bl bilHERHL ML TOPEENERTEODEEIONS,
EfTLTORWERREFEOME LSV OR. ThETBELTVWAHHEEVC LiRES b
DEEZ NS, '

L. BEDBAZEEIIA 7oy OERELLASL. BHRHEER. 3iEses
REEERLTWS, $bb, 1370 y0HOLBHOESICK D HRICKIE L Tl#EED
E#E L1 0FTCEHBRRINTOS, COBHELTRCPKE $ 4270 Y OBREASD
DEMBEL UMD H o OHBRBOZEIIZbDEEISNS, EILIA S oL YTl
i S BN, BLUE~NERF Y VED carrier protein & DEESE EBaFICITIIbAL.
ZOBICEBPBEL VW ELBDbNS, 4%, (270 VY OEGATORSEBEICOVWTE
KR E2ET 5,

FSH. MDRETBNLHIA o7 4 —FERRUY. CPKbIiZFs/ovrbBEDL
AWHONIDATHY, T, 3120 VOHHREH b/NEhotc. COT LB DFEEKSE
DOHHREHSDMD, BMDPLGERREZCEARMLTVWS EEDNS,

EKICF SHIRDWTIRB A SMEBR BRI L BREKE T L. 20X 5 LERIOEKS
e TShTOaaildbah b, SRERFATORIMVNEL Bbh 3,
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(£ & ®)) .

DMD. BMD. LG. FSH. MDOMF I A /o /@0 BNEHERE L. DMD,
BMD &L GREFIXBIFICIIEMEZRL. BPEHRHICIEFRHCER LI, MD. FSHiZHE
BOEBETHD. BREHSHEE TR b1 TRSDAILDVTHETFOERETE - 120
164 &) '

1) Hische, E.A.H. : J. Neurol. Sci., 43 :°243, 1979.
2) =iFfK, fth - BAEER, 35 @ 3891, 1977.

3) Adornato, B.T.et al. : Lancet, 499, 1978.

4) /MRAIEM, fi - EERMEE, 21 @ 188, 1981

oz ba 74 —fERBT5
i 4 7 v & D HAEKE)

IS SR B
2 A KEH 4 % % =
CRNTTRE RN - T 2
= B R

EAAEELRE— IR
s B - M E

(12 C & (12)

HYAbe7 s —ETRMPIA oy (Mb) PEEERTLREICMOATNSEET
5TH%. 4. A1 Duchenne % (DMD) BHEDMA Mb #4% LV BRZHERL. Th
PEHCELIL5DTHBEEHLIC LI, MATDMDLHREREICESHEATL. EFik
DINE Mb D LRFiIC X B carrier detection DEJEEHIC OV T HRA%1T - 120

R &HE)

HRIB. HRBEABETO. TN TN EBEEEREE ORI S DMD 47EF (T4 stage2. 11
F stage 3. 134 stage 5. 18% stage 7) &. limb -girdle & 1 fEF] (284 stage 7 ) .
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X STICDMDEEFIDFE 4 fEF (33~42F) TH %,

%3, DMD4fl&  limb- girdle &1 HlOAHET5HIKDVT 1 H2[E (19810
N~10B5E TO505. F 3 85405~ 4 B TD205}) DEBHBEEIISE AT, 6. 10, 13, 16
2085 & B4 6 BITIRM L. T ENOMAE Mbis, Mif7 LT F> » 45— (CK) ks
BIE Lfco i EBAR) ORER. HITAREERICK LTRBITIEE. SITREEER I
LT3 LR EEDISEE EE LTIT 1o $/c. B E LCDMDIERIDS B 26 (T3 stage 2
11F stage 3) ZRHEZRHICL. 6. 10, 2085DIM#AE Mb fli. C KEMKMARIEL 720
DMDRHREEDEHAM . MO 1 fit s 8 BE TORBRARET 3 EEES¢. BH
Bl EH&. 18R, 3REI®R (1613 6 Refitk. 128%f%0) oM Mb 2KR%E L1

& Mb DREREERES AN THRELILF Y4144/ 7V7%4 (RIA) AkkRE-7z
E#1{EI330ng MUTThH 5. F1c. M CKIIRILHE » BHEICL - 72, EFEE25U,/ 7T
TH 50
(¥ £)

1. DMDIEFIDOEGHEFIC K 3 [M17E Mb DEE)

1 ICESHREEIEB OIME Mb OBAREFHZR LI Ay IR IANF-PIRHIKELS
TRBEERER ( stage )ERLTH 5. EHRIEREOHKHEVDMDOD 34 (stage 2.
. 3. 5) TRRIISHATOHHI 6 BrDIME Mb i3 ZhEh 185, 110, 55 ng,/m Tdh - 1=hs. 505
MDD 1085iCi3 675, 850, 750 ng/mf LRHEDIZIT 4 ~14fED L 4B SNz
ZOERPPTRL. FEROBVIMERDIHICI 2ATEEDOLREEA LD, 1HIRES
2B EDISH o 12, 2085ICIE 950, 430, 380 ng /mf TH-fhs. T 6 Bricid 180, 145,
155 ng /mt &IZIFHHEICE TFRELI. Chicx LT, stage 7 D DMDIERITIZ 6 B§ic56ng
Smb. 20 B§iT 100 ng /mt L BEEICIL - L SEHAMICL BEHIBERTH- 10 F2. [
U< stage 7 @ 1 imb-girdle & DEF TR AKIHT32Tng /e LR BT RIT52 ng/mt &
BRESEICE > BPROVEHREETH 1. BB, BREATREFOBELETIEIMbOERN
Eid )1 Y (RAe NP0

DMDOLBEHC L 5 6 By, 108, 2085DIM#E Mb 13, stage 2 DEFITIE 360, 480, 400
ng /mf £7z. stage 3 DEFTIE 300, 440, 250 ng /m THb (X2) . BHEFEICE~N
ZOEHRIEFETH - 1.

T, EPAMNKEST ZMECKEHRMIZ. DMD4#& 1imb- girdle & 1 T3, #h %
1614 ~ 900 U/mf, 315 ~ 502 U/ mt. 190 ~ 400 U,/ mt. 26~70U,/mt, 9~34U, nt
Td Y M7E Mb IKBNEHIRIEETH -7 (K3)

2. DMDLHARREDESHARIC L ZME Mb OLEH) 4
EBHAMET > /- DMDRHEEH 4 FloRHF 3. definite carrier 2§l & possible carr-
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ier 2fiTHB, THH6DH 5, MBECKDERMBLEDSNIZDIX possible carrier D1
PDBTH»1z0o TOIER ( biochemical carrier ) OMMFE Mb i2EEEL. BEE. 1 ER%
IEMETIRENEN 135, 160, 435, 230 ng /™ TdHh. ARERDOESHEEAEDOW 3
B LRBHBONTWS, —F4. MECKIREhEh28. 40. 35. 42U, M L. afE% LR
BONIOODBETH 120 Chick LEBARE Mb O ERDOS SNt - 1D 3 Flid
Bk b MbED LR IEZA SN T, EFTEHATH e £/ CKMEIRDWTH MbiELE
BTH-1 (K4) .

1000
m 800
b |
Mb
& 600
ng
21 4004
2004
(7)
30 A-—'—“—f:f:.—:—::—Tm::: #‘O
& a o 12 14 1 18 20" &
7

®1) By R ba74—fEIKBT5MEMb DHRZEH

1000
i LT P
JSad (2y "o °
o M 800 o
X X 7
CKMb o’
z R 6001 (3) PP O
{& n/g Ov e k—‘_ - (2)
~ ml 4004 / —
9 ~ (3)
ml
- 2001 G 11 M3
o---oMmi5fCK
B0de e et m e e e eceecmececcccescmmam—en
(5] 8 10 12 14 e 18 20

(M2) DMDOL#ICH T 51ME Mb, CKOHRZEE)
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K] Ll oWD
@ 1000 Z % a—ai-3
x 504 - 209
CK L= TN /,*‘\\
E 800+ ’,‘0' ~ ’,/ \/
| e 21>\ .- L.
a -7 .
~eoo{ < Yo
% (3L ~O==weeno o
g - -~
~ 400 _pemem- O e=Omm——e - YA
g::-——-—&-----o" (8) \)/
A
2001 ~o
(7)
------- O~ ~ -
264 Op® == IR =S e =:'_’&?'_. —(7 )_A_/ gt N
v T L v v v =7 / Y
6 8 10 12 14 16 i8 20 ©
B %

(K3) YR b7 —fEici) 51 CKEMEDBHEES

ADRE(REARE)

s0f -

B8 00, —aan
CT(h;lb 0---0mACK
= & 300
o o~
s
ml
T~ 2004
7/
ml

(K 4) DMDZ#REEOESHARIC L S Mb .
CKiEHEDZEH)

( -3
MbREL LTEREE. LHIKFEL. BHOBE. M nticiEtds, 2L TCOR
BEVHAIKRRBICbHMES N 5, CORHRE I A F L L TIRDHERL ETRING
MbD ERDBIBZ 6B, FEESRITRR I AZHVTZhSKEEDMA L & VICRS Mb DX
mERRLTERDD, '
4ElZ. DMDEMIKBVWCESARIC L A& Mb OFRI FRZHLhiIc L. EHARK
DOMb LR E LI-DMD® carrier detection IZDW\WT b AMZ 720
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WBIE O FICHBTIE ED HRIIREEREDEVWDMD 34 ( stage 2. 3. 5)THHTD

BEEIIMIC & »> Tl Mb OF L W ER (FED 4 ~14f5) MHohich. BEEOHE N 1§)
(stage 7) TRBAEERRZSSOIEh T,

#€->T. DMDOD[#A Mb i3 BEOESHREEIIEIC & > THERALBRESH ZRT 2. MFEM
b JIE DI HDIRIMMIZ—EDEFRICIT D BEHDH B,

DMDiZB1F 5 EHAFICL 5 M+ Mb HHOBFICOVTOFHABRATH 543, HHERED
k. NS S CEIKMAT, EHICL2HMBEROHM. 55 TIEHICK 3 HMkE» 5D
BROTERIENEL OGNS, .

—7%. M7 CKid Mb iIL&~NZE#HIIDILV, EFHAFICEI 2HEDOEHDOROE. 7 FROD
# ( Mb 317500, CKid 82000) #. EF#fAhOMERDHHHDENIEL LBRNSH S S
DEEZLND,

"DMD® carrier detection IZDOWTRFERMAFC KBELE LTHOONTEIH, &L Mi-
yoshi & 2. Hische & i3 Mb})ﬁﬂi'ﬁ"b% ERFZLTWS,

SEESESIEIDMDEMICESHZAMT S C Eick b MEMb BSERIC LRI 2HELMD .
Mb® CKD ERDALNIEWDMDEHRAF ICH VT OEBHARICL D MFE MbPCKA L
ATHDOTREBOHEFARHRET 10 RELICA4FDODMDREED S b, AFMAIKT T

1% Mb & CKAEEER L7 1 FIOAHICARZROME Mb D LR ZZDIcH. ARRTIK LA L
-l 3EFATRIEEBETH» 1o

W->T. SERFZUIEADO S TIEEHEAFTDH carrier detection ICHHATH S ELDHERIZA
SRV, REEFIEHEPHIE. AWIIICIEEBETH - 201 Mb 25, AFHRICIZERTS
A B LS BAREEES 3 b0 &3 bbh . |

X#Ricit Adornato 5 33, DMD Zit{FREIC forearm ischemic exercise test Z{T4.
definite carrier , possible carrier & HICF R FRIRBIEHETH > 7-MMiE Mb A, 7R Mk
KERATHHBBE SN, BF R FEZAOCTIE MbA2HET S Lid camrier detection IZHH
THELB|E LTS, LipL. HEO Mb ORIERIIHEESRISTREMSES (150 g/
n) . HHFEEDO T X M FIOMAE Mb ED _EFFIO Mb i3 02 ~ 1.0 g nt EE L il
BHoHEL. MbHBELKREINTVWS LREZIHSBREIEETSHDERS,

FEE5H 25D definite carrier i forearm ischemic exercise %ﬁo 7-85, MboDL&H
B ohiihro i,

(F & &)
1) DMD#E#H b, EHT) 4 FIOMAF Mb 3 RHLHEE 200 ng /nt LT TH-fobs, &

BAMICE > TEEIT 1,000 ng /. Ui TER L. BHIiCATEIE LT,

2) E#iT X B1MF Mb D LA EHREEREOENLDREEFL .
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3) MM Mb BIEDI-HDIRMiz, —EDEHIITINETH .
4) MECKEHMEDERIC L HZENT MbiTt S~DIT,
5)DMDK&%E%@E&%%&@M%Mb@MEﬂ‘ﬁﬂ%@&&mﬁﬁmbbﬂﬁmo

(8 & X’
L

=EFfIR JIBHEE, EARET, S8, KBIEE, $8¢%, GEY, BELE:
IR a7 4 ~EORE BRI EECFHIERELTOIVTF Y« +F—¥E I 4
oy, BAEWK 35 3891, 1977
Miyoshi, K., Saito, S., Kawai, H., Kondo, A., Iwasa, M., Hayashi, T., and
Yagita, M. . Radioimmunoassay for human myoglobin : methods and results in
patients with skeletal muscle or myocardial disorders. J.Lab. Clin. Med., 92 :
341, 1978.
=EFROKR, JIBFEE, 98, EEY, SHES, hAORE AAKHEE  MkR{ERE
—%@&@%Eﬁﬁvm—‘sxquV(ﬁ-ﬁ¢),E$ﬁ%.%:sm,1%a'
Hishe, E. A.H. and Van der Hern, H.J. : The significance of the estimation of
serum myoglobin in neuromuscular disease. J. Neurol. Sci., 43 : 243, 1979.
Adornato, B.T., Kagén, L. J. and Engel, W. K. : Myoglobinemia in Duchenne

muscular dystrophy patients and carriers : A new adjunct to carrier detection

Lancet, I : 499, 1978.
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oA bua 7 4 —fEDEES
oy ¥a— 2 —WEREH A

HRETFERAFNANFEHZE

@ o = X X B EATF Bt B EAF
w KB T ¥ b & A FAR T 9
R B BE T & B ORT

(a8 :9))] .
YR P74 —EOEHKC TR DERETT 5.
i B UICHE)

BURAERBH YR ba7 4 —iE (IFF CMD) 24f). £0ftid CMD LIFOCMD) 5
. Duchenne % (LIFDE!) 20§, Becker ® (M TFBE) 24l HmE P LKA (LITF SH)
16, BsEEY 2 ba 70— AITFDM) 18, #H538ITHD. THHEFICENEIEDC
TR* v v2HTL. TORRAEEROICK ZERFIERE & RS LI, '

€74 7]
1. HBEBICTHR &

HEAMCCTHR% 100 HRTERD LI, AHBEHENHRIDELIYVFCMD, OCMDT
BRI LN, ME (INE. $3 - FT4NS) K. 7eETE Bl KERE. Yvy
4925 OILAIRFCMD. OCMD., DEODIETERICA NI, ILIZLKBRELZEDES
SO BREIEARER LIcRlR -7

CT findigs in each type of PMD

(1L
tye| rcmp | O CMD | Duchenne | Becker FSH m}g;';,
CT findings =24 %|n=5 %|n=20 %|n=2 %|n=1 %|n=1 %
Asymmetry of skull 75 80 50 o o 100
“‘“"“,,dmm'"mm: ::: 44 ig 60 0 o 0 o
3 lateral 58 40 35 0 ol 100
i rd 38 40 15 [ [+ 100
.| & Nth  |a=20 30 20 0 0 o 0
g s¢ =18 42 20|h=18 1t 3] 0 100
B LeF 45 a0| 35 0 0 100
g SF 92 60fn=13 26 50|. o 100
Incisula corsbefll p.[n=14 29|n=3 Ofn=17 O [o] (o] o
Cavum sept] peflucid a 40 5 [+ o 0

WM: white matter, SC:suici cerebri, LCF:longituditional cerebral fissure, SF:sylivian fissure
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BERIC—H L XRERNE (LT low density ) (1. RN ARTERL LD
(K1) . U2AUTHEER LD, BREDLDENSSD. FiEEM ( marked) L% 2E%
S (slight )t LTRBITHI, WFNLHBFCMDEBLTOCMD TH LI DS, iR TIzL <
oI -1, ' '

BRYIEBONA (K2) BFCMDOIASH. BWHREOAHIE0 CMD TR bERIC
A,

BE T 1 HIT Sylvius #HOIEAZEDIMIZREL . FSHTRERTH 70
DMTREZEB LU T CH FROLALRN, KEDEARMOREICHE L& ) EHTH -1z,
I F—ERIT 2 BEREEHEIT L7228, INEOIARMENIC KD LD BHEL > Tz,

2. BEI—HLALXBERMUZDOCT number

WIREIIC low density L¥IELAFHR%E LD RBMICHEST 5720, ZHEEELEFADS
5. HCT-H250ick DR L. SCHOE T3 5. E~X6FICDXCT number
(EK— 500, H+500) &3 €a—s—THHL. 3% bo—rin ) EH# UL, HEICHE
UTRAMBAERG %M 2 KPHE T, WMAHEE L TRMENAR S ORMEESS 4. KEHEE L
TRERGEHER L QRERAK (M3) AEEHAEENH44 wm? G6EE) . KEEEHHS
24 na? Q0EF) T. CTHREI Y a— 9 —iIC L DPIGHE L BHEREEERD T,

NI ZERIARIAOREAEEABICBIFSCT number 3. K4.ITRT T E S BWREIC low
density FEHL KB LT3 99 £ 29 ~ 121 + 24, SBEIHMLIFI T2 134 + 2.0%
Tl OFROBA bHBRICH LEBTS - 7o

chicxt L. IKEBESBDCT number 12 Y Fo— & Ehtih- 1,

7

(1) UABFALHEIC—HK LK low density 253 LBHIF CMD CIRETHADES,
TEBIZOCMDT. HHEER. HNETEY. MiEC P KPPEEREMNTH 5.

— 177 —



(X 2) #MRUBEBOIEAERY .

£fFCMD., EbSlEIC2&2 NABR. 4R8 WARR.

IV ALRHRTH S,

(43.) CT number ZHflEBAL.

&0 UINEAAEERS (AE) RBREESE. 8K (KaE)

CT NO.
18
L3
1} 4z
6k . . 3 _:f .
. [ d o
4 i eTRELx
* e n b ’. e %w
14 * v
13 °
12} - 1
@ normal
g A CMD
10 a N
9.
i Age
8 0 1 2 4 4 8 12 18m2 3 5 8 13 20y. ¢
| T T T § § § § §
11 17 23 4 1 12 19 40

(K 4.) MINERTARITABEERICETSCT number
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IKEELBAEODOCT number D (E3HE BRSO ELTHY. HEHITERL low
density & ENAFIDIKAB LAEDER S UL, SEFITII4TH -1
3. FCMD® low density EBfl. EEH. BEMOBKEDE (52)

F CMDO$TEY low density 73 Fl. BEICRTH. BEFICOLTHEREE R L
Thiz, REFESR. FUATES HA~3E3 1A (TH1E6 ) BEFTIEIHA~
TEIONA (FH3®R1AA) . BEACEIAA~11E8 48 (TH5E248) ThHy. =
BB CREEEHE . REFERHYDFICE 50 5 RS > 1o

KB MRS E 2 LRRRBENS VTN I v — T T OB TS - 120 Hik. FAES
SENEE. BESOR. SREEROERTRENID-1s, FOhA ERERED low
density BTPPH <. BEEHBAE L~V HEHFITECERDS - oo
4. FCMDiEI}3EES low density FrREE#R (6.)

4RUTTRE LA RFRRPSBHICIE2REZ D - 10
5. CMDicki 5 C TOSBHZEAL (K1)

CMD#I%C THRIICABL . BREBGEMINICT Dy F LTHice CHESTHDDSE
5k, FCMDT5flic. OCMDTH 1 FITC TRES 2 EILLEREHT LAt Hiczo
R LR MZLIS 5 & SRR B O NI D - oo

ditference

of CT NO.
10
9
8
1
s a
5
4
3 ? '0': s! s
(Ee2 +
b
. __._ ~""‘,‘%T-’:-!
ey = "-"?-
* o . * -*
~
1

01 23 4 ¢ iz imz 3 Age
§ oy §

7T 11178 4

(K5) KBEEAEDCT number 0

8 13 20y.
§ §
12 19 40

~em |
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(i 2) Climical features of ¢MD T

25 Lw dea\t;f) m

w_deas:ty +
N5

-+ —

Sex 'MiF 2:3

13 [5:9

Ageat CTamm |0 ~3,3. Ju~Tio]ll~11,8]

Ageoff~3m | 30
20

25 x| 57

omsed

~ b 25 14
~ |y 0 50 29
Cpqs‘uau:m:f; 25 0 21
Aftected siblings 75 25 0
~25 20 25 219
10 {~so| #q | 50 | 57
Pa)| ~75 40 25 1
~100 0 0 1
Com vided om. 60 15 36
EE§ [bckgr. 60 15 43
¢bq\.yq rﬂruvl-\ 40 75 29

McC Vv Mormal

mormal | mermal

CSF profeim | mormal

mormal| mormal|

Optic N. d'-r'l] —

Haximum amelar
ity em] 1~2

4~5 |(2~6

(K6) FCMDitB\T, AE
IC—E9 B ERNIKZ R
TEE FERHIZEL

(®7) £RBFIR b7 g
—FEDC THREAER
Bl

joop

B 1 -RTh IR ERTEIA
o——o Marked
%o-=e-y Tota]

] 1 L
EROQI0Q I Q12 Yars

CIME Bl s 2 snseravmnnn
LD+CA+VD +C4A . -
LD+CA+vD —

LD*CA - - .

LD ;

CA *VD .. . ".—‘

CA+ VD +CaA R

CA+CaA :

CA :

CaA

Norm

LD-8% ik omazsk: CA=RX £ 88 VD-AST K
CoA = b AafREsAe
o B H 1y aajpmiry
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(% z)

#HR [DRFH IR b o7 4 —HEid. HROETHERLEE L STRETHD. BIRHERD
B5RIBEAENEV] EBbRTOR, LHLEHS. & EDETbAEREDS b i
HERICA SN, 2T | QEN—BAODZNED bIEMEICH B L 45 Dubowitz  Hick
DISEESNTE I, THAEMEOR bOTRFEEMICRENS S C ELIEHSN TV 3,
SERAL DRERETH. DEICKEIA. 7 TR TFRBILAEHLD OEETRDI, 120
REFRALT L OMEE 1ML T, MEER THRELAZRBDIFbH 1o DL ITEK
ECHRBERORENH NS L Lk, DEBETFO b pleiotropism DHIEEE A SN 5,

DMTHE { b SHIEERIE, MRBELSEET 3 EHBMONTN S, RAOHRLE LIDR
REBARERXBEETH 53RN ABRATH Y. BROICIBEFHNET & BEMAERES
BHoNI, 2 (2EMHR) IKbkaCTX++ ¥ T, 1EBLD 2 EEOHHSMEDIEADS
HY- Tk tRBETNEELEBbN S,

Figuzbisvns, BE, FSHTH. —HERE. BREAERESSONEBH T

FCMDi. 5% cerebro muscular dystroply & & Wb, %@CPfXWﬁ%@ﬁg{lii%
BHBEED D, REDCT R+ + Y THELEZSOIHRIZ. LAIIKOME AL LS KH
HfIc—K L7 low density Th b, RIBEOHRRIRIENS I, XAS Y. Mukoyama 59,
EES O, BES MLk > THHESN TV S, MEKS ISR AFTCTRES LEFRRRE
Do te& 0D, HEO 0 OWMETIR. BHED low density IRV L DV ESHERED SN, &
DRTEL. M & bIRAFTRERTFINDIE 185 EBXTV B KPFRICEOTH. &
ASEHICRD SNEATREEREEROE. ILERNATEBRERB 4 BUTcEL-
e L»L Mukoyama o 9 OHUETIR. RBETERMICETREBY., E0FlICRIEEL-T
VB, EESORM | MIRTEEE bATRBIEL 5> TH D, HERFTRHPPHRTH - o
AT 59 bEMIC. AHOVBHESBHTES T L. HHEKTRCTERRECMAE LVRE
PR AR LA RS REB AL LTHE LTV 3. KRICHY 3R EEMEMRT
ELTid. Mukoyama 5933z VYOREEESZVREMRIKLSEHDTHASS LABNT
WBo %704 TIC 1955 4F Jervis 10 jc kb, —EidBTAIEEE L B/NEHPMD 1 T, B4
FRBAEOLERSREEEHIEVS. —F Mori 5 I . KRR CHIEAIES Tl
periventricular lucency %3 5 LB, EBMICKZE FXARTOHERIKB KUEERKE
(LEZBHI BTV 5, AHOKREICOVTESERORF DN S,

ARRICBOT, BEEO low density i RHHVFITL VBRSO T Lk, FFR
HMEE & SICEAL LA LTHL bDTHD S EARRT Bo —HEEMICELEE-TS
T BRI TIRBICAT RICE{LDS S ii - 1- T L i, KT R & RAHFANKENICE > 1
RERNTHAS CEETET 5. HRETTOH. SROSKADEREREE > Th oKL
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72
(x & &)
1. CMD. DX¥. B®. FSH. MDOH#HC THREKDERH Lic& A, FSHERSL
FRUCH S DOREHED Shic ’
2. CMDIZERHKAEROD low density o XKEANCCT number THMLUKEEL
3. FCMDO® low density ﬁﬁ%ﬁﬁ&ﬂ%ﬁtﬁm?%ﬁﬁfﬁétﬁﬁ LicEZ A, BUETRI
BESK DR, YDRICC TREMTEDOR T 5HREHH - 7o
4. CMD 6T 2ELLEDC TREEMTLZ O ROE/LERE Lichs, BENITE(LTS
EVHIFRRRB O T,
(2 EXi)
1) LE@GF. #i: BHCTIcEY BMAE. KEHO X RRINEDERIER, CTHRE? :
581, 1980.
2) fBliEER, i ERBGETHH IR o7 4 —iE DR RE ICBIT 5 MR U A BIRRES
HrhEH R BV R b o7 4 —EORERHICHT 3% BASIFERAREE.
1977 4£ 3 A. P 116 — 118,
3) ERFEKX, i ERUBHIR bo T 4 —EDOCTHRICOVWT, /NEAKE 10: 1038, 1978.
C4) SCHEBANM, fih: #EILE Congenital muscular dystrophy £¥i}35CT & mycoplasma
BRYDAGRIC OV T, MEERRE 9 1 49, 1978, ’ '
5) Mu Koyama, et al : The brain pathology in Fukuyama type congenital muscular
dystrophy . Jap. J. Med. 18 © 218, 1979, |
6) EM=ETF. f1: £REH Y2 b0 74— GALE OCTHR. CTHAS : 341,
1980.
7) R, i ERBHFIR o7 4 —EOTRBERBEIRYWVT, HLES ( GiR)
I EHEENEREFAZEE BYUR o7 4 —EOBRREL LURENRA. BN63E
EHRmEE 19794 3 H pp 232 — 234
8) /INEKBR, fth: EREEHY R b o7 —EROKREEEFENHA (1) . [.L PP 230—
231.
9) ATAB, f: ERUERHGS — [ELEFIR 07 4 —fF] ORERFIETS
—EE, BRMESFE 20 911, 1980.
10) Jervis, G: A. I Progressive muscular dystrophy with extensive demyelination of
the brain. J. Neuropath. Exp. Neurol . 14 : 376, 1955.
11) Mori, K., et al : Periventricular lucency in computed to mography of  hydro-

cephalus and cerebral atrophy. Journal of Computer Assisted Tomogrophy
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oz tra7 4 —EDOCTERBLUBMBEAICLDONT

Hv R BEE i/ v/
¥ # % =z R #H B
IREARERE—AR
I 8 B—8R 4 R & B
o fF ® B B

(8 [:5)]
VAo 7 4 —ERBTZPRAERFEICETIHE Vi3, MBLBEIATW S5, 34

RKOWTRARALEYBEN, BTIFHC T scan KL BZBEHE LW ODITHEON TV SH
RLZGBBEH YR bo 7 4 —FILBI} 5 CTRIZODVTOHBEETHE V., RBIC, fERBEDD
BOHBORELDDLETITIE 1,

5 &)

XfRid, ERBFH IR bo7 4 —fE4 &, Duchenne %284, Limb- Girdle %114, FSH
R 44, Becker B 1 &. myotonic dystrophy 4 ZDAH52%. BLUHBRETH S,

BFEHER. HEZEEMI scanner MW, OM line ICETIK, 10m D slice T+
+ ¥ L. BRREHE (BB T 38MWOERRERD 3B TEHAZTLO. RERJNE
BEHBLI, S, BUNEERZ. AIE0EEL. ZAFEKRELTEH L,

BEEOSDER. 77 YNT I FYVEXEKLE TS Disc BREKBIEICLD. BASERE
flEix. DENSTRON 20 M JOOKOO Yy ME 0.5 m. 2%bFE 200 m /M OHHHT
GRERKBABEEZHAV ., %%/ 0 7Y vid. LASER- NEPHELOMETER PDQTM
TERL

(# 8

CTARRIZOWT | KE¥IRENEIL AL, Duchenne REITI25F0136 (52%) iU At
ICEBH S, PIRIBFREAREOEHFHSBRVERIO D B, Z0fth. UEAMKARK
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WAL AZEDI.bDIF,. Limb~Girdle ®10#5d15 4] (50%) FSHE4 Fch 2§l (50%)
RREAFGIF (15%) . HRERETE. 450P 441 (100 ) K@D, HFRBTIIAFIC
FRTH 120 QIKE. BERCBOURKEIEAR. Duchenne H28FIth 4§ (14%) . Limb-
Girdle EI10f5 1§ (10%) . £RB AHIh 2 6] (50%) . HREMAFT4H (100 B) i
B, BRERETE. ARKBEOEFICHL., SOLESEONEROILKERD I,

CT scan B{OHANL. BHEEL. BRERH. Eb/l\lfn?éﬁl%tl:‘ NSRRI, BREER
. SEMEEN. MNAE. FEERED LOINSFBERICOVTH YR o T 4 —ES
B ESERFIBEICITHEO. BB Ui, BHEERTE, HRERRIC (237 £ 09 . 34R
i£305 + 4.4 %) . BRELTIR. £XB (178 £ 25%. HBIE 21.1 + 24 %) . BHRE
B (180 + 1.8 %. XX 229 3.0 %) ic. dU/NREIERHTit. Duchenne B, X (
105 + 1.8 %, X3 142 + 2.1 %) . HEEY (109 + 28 ¥, HMAIB 147 £ 14%) i
HHEEEREBETRL (1) DMREAHPBHTIE. Limb- Girdle & (86 £ 1.7%. xR
353+ 16%) . FSHE (73 £ 13%. Rk 53 £ 11 %) i, PEKS@HL. %
Kz (7.8 £ 2.0 mm2 | %$fi32.6 £ 1.1 mm2), QIRSAIARLTIE. HRKRE (33.2
40 %. EI3261 £33 %) ik (F2) . RERJINEREOMIC, HRICHBEEED,
BROIEKRERE LI, (P<0.05) '

FRBICBI S, AEOXRBAUTUE (BRMK) AR, 4FFXTRALhIEh - Tod
BNRURDOIEKR I 2 Flitd Shiz,

(ﬁ 1.) Bo2to7 —EEBEETECTcanZBOH AR KR
TN EREENE SHAENBE | ARMAEE
e ke ) %) i adal el + Y Rkt
Duchenne H
WrR¥E| s 221417 174£ 22 12438 f 67422
i
I E) 2wt 41 199+ 24 nsao 71t 30
2 r | 2 274142 2204 28 1264 08 88 30
L-6 i
4.2 .
o r | 3 213119 10118 st ! 86417
2 r Rl 3 28513 107+ 48 1t 68+ 22
0 rrR{ 2704 22 228+ 22 e 8012
(FSH |
IKERE 261+ 22 L2y lastas 13413
“CMD
I M2t 22 1184 28 1084 18 64409
myotonic
__ _dystrophy
0 F R4 237409 100418 109t 28 654 11
e b
K W |
U S i B
oy 2 236+ 04 11 120418 56t L5
.- Ll - .
Control [
. "i" _— 1 1 - .
0 or w0 2681 29 Mt 1zt 53¢ 16
. —— s RmEse .
2 r 7 282419 24t33 1aetos [YNRT)
. BUN o S Ut SR .
LI TR Y 220117 150t 20 56412
0 rofr s 3051 44 ; 229+ 30 1474 14 83601
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BEOZEASEISVT | HROLEORI. FNTEFGHENICH 1,
Disc BRKBEICLBH Y2 b o7 1 —EEHEE, BLUHBAOHRABROSAEDOE
rid. B®&{E XD prealbumin ( pre) . albumin (alb). @- lipoprotein (@L). @'-
globulin (@), transferrin (Tf ). B - globulin (B'). r'-globulin (7") ., {E&u&
Q3 - globulin' (S@,;) THhH. FLHERF LI

YR be 7 —E{HOMKE[SETIE. prealbumin A5, Duchenne ®T. 10.3
18 %. HFRERT, 11.1 £ 05%. xBI. 73 £ 1.5% THH. &biITI0BEEZ M.
r'- globulin 5. Duchenne BT, 96+ 34 %. MW, 136+ 19 % EEWDEBDL (
#3.) o Bk s 07 ) i3, Duchenne BT IgG 45, 1.61 & 0.98 mg_/dl. IgM #50.04
6 & 0.017 mg/dl LEDE BT

Duchenne HOBEARJNTR., HRBODELRZE 70T Y ViK, HFIKERBDUED» -1

Duchenne B 1 Q LHEREHANBELIURE /0T Y v ORI, 1 QT6LILDET r
globulin #5102 £ 3.0 %. IgG 1.98 + 1.04 mg /dl, IgG % 10.03 £ 431 THH. TQSI
—T5DBT. r'-globulin 6.8 £ 2.3 %. IgG 0.86 + 04 mg/dl. IgG % 5.63 + 1.98?:@
HOMT. FEEERZED (P<005) o (F4)

Duchenne B TOCTIERBHECTEEETIE. 84D r'-globulin 3. 103 38 % &
83 27 %T. /o7 VILbRERICRVERZBD . (£5)

(*%2) : Boxbor ~EEDKEDSC TxansBOHMADLE
- ;'"T:;';". [ llli(:)ll!lz' LT TR H;:Z:_Eﬁ?;;w;ﬁ;mi-(:(:;m‘ B omom o ’
Ducheme N
. AIAO_}}].I! _ i-_*— tanrt 42 st 20 11t25 _ | _ _.{J-t |.0_ X 238 £ 31
0 r ni » | st 50129 w2t | 29413 260425
2 1 S 65+l 28418 0 23t 04 245t 21
L-G
e rer s €310 19tas o srtaz 261105
T are 37 wtwm s6 18 3 PIPYTR 262+ 09
1K 4 4t L wzae 3 Twtu | 2uex1e
_FsH ; o . »
©r® 4 lta asta2s o i 23t 06 265 14
“cMbp T T
Cmrk 4 19t 18 78t 20 ntes atis 251427
M dystroohy T
0 r &4 estis 28t 09 o lstes 332t
- RS L er
owr e 2wt L wres | o w2l ’ 235 ¢ 07
Control ’ ) T T T ’
woro w0 amtw | zxu | 1t u ’ st 36 gn
2 4 't‘ 7 ’ I‘J;ZI - —_-_28‘; I-‘Ck' ‘Iﬂtll ’ o 23R - 4
0 1 4(: [E] uai-u } ' ) zst|A1 B H a3+ 07 2213 ELIERY]
e 1254 24 212 051 09 221 09 T
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(#%3)

Brxte 7 —EEUCET IHMEALE

{T pl Pre | Am Globutin (%)
Types i or s
(wsde)) (%) | (%) | oy «’ T i v r*  Sag
Duchenne | 219 103 | 465 16 42 | 170 l 74 96 142
(n=2) 148 |+ 18 |+ 72 £14 | +12 | £25 ; 16  £34  +147
- i
! *
L—-¢G P29 89 | 438 40 48 | 185 | 16 127 1.3
H ¥
(n=1) "t 87|+ 14+ 65) o8 [ a9 | +37 - t20 +28 + 09
i .
FSH } T a7 | 430 56 38 | 161 66 129 28
(n=3) (194 [+ 28 |+ 20| 222 | £13 | +30  ro4  £15 £ 1)
CMD P29 81l 449 53 a7 [ 1a1 i 88 108
(n=2) Pt 20!t a1t aef sar | 2ar l +07  +01  +08
. .
myotonic 3090 111 ] 341 53 45 - 192 57 157 41
dystrophy H . '
(n=24) + 58!+ 05|+ 22| 09 | +11 , £10 +09 20 - t4
: !
296 191 sa3| 3¢ ! ss i a4 42 136 2R
Control . { X
(n-34) t 93 £ 15+ 47 te8 ; 10 ' 410 409 19 ¢ 0R
! .
(%4)
DB IQL:HMAEANNELIURKE 07y ¥
T.P. | Pre | A Globulin (%)
I ¢ N N I e
! .
1Q7%— 194 100 4 a7 45 113 a2 : 102 14
(n=13) t 16 | +18 | £87 | fut | t12 | 21 | £12 D t30  f12
1Q51-75 152 : 108 SLt 10 [y 163 87 [ 68 08
(n=6) + 33 1427 | 485 | 11 | tae | +25 | £16 ' +23  tos
1gG 1gA IgM
£ | 140% y 1gA% o s
(n/de) (w/dt) (/) ;
- J
) i
1Q7— 198 1003 017 102 0047 0257
(n=13) 1104 431 100§ 1071 +001S$ ! t0088
1
1Qs51—T75, 0ss 563 ats L1 a0dd 0290
(n §) ta40 t198 1005 +037 too020 t0138
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(%5.)
DYOHESCTLEMMEBEANEE LURKE /07 ) &

T P Pre Alb Globulin (%)
(% de) (%) (%) wL o Tf 5 . Sa
AbnormalCT 203 101 465 41 42 178 73 83
n - 10) + 91 t 25 + 67 t14 11 29 15 +27 =082
NormalCT 181 101 455 35 45 168 78 103 15
tn 12) t 73 £ T % 76 . £14 Tl t22 17 +38 = 1l
1gG 1 gA Ig M
18G% I gA% I gM%
(my /dt) (my /dt) (g ./ de)
AbnormalCT 153 716 016 091 0039 0214
fn 10) +096 173 1005 1044 +0015 +0096
NormalCT 246 1043 022 L1 0050 0273
fn 12) t183 +459 1015 +075 +0016 “0216

(& ) '

BV A a7 4 —EOPRMEREICELTIE. ANREEE. HEROHEFORE. XY
MRS L URBICHT 3 BRAEBFNRESORS V053,

BAETR, 37— —WiBREDOERICLE STV, HYRA o7 4 —ETOHFHRNES
naLHED, ERCTRESBREINTV S, ARSI, ERBEB IR bo 74 —fEd
Duchenne BIZOWTCT scan %4773\, 16F LI E®D Duchenne EEIRTIZ. KPAMBKE
EMOAREZZE L. 5£XKA Duchenne %! & bFHARZEI S TUE K hiRFEEE b ETHOLEL
ERE->TOVBLEERLTVS, A b, BEITORERK. SHEFICHRMEEELRES
ZHMCTREREZRDIH, TOULTEEHTNEALL TR, BEOANEEEREH -
R (K1) %2&¢ Limb- Girdle o & 1)
50%1C. AREHRMBILAEZRBD I B0HS
53,

CT scan HHMUDFHRMEICDONTIE. #
KRBT, KNREDOEMOMIC, 1
PN OERER CAINE . FEREO
RIC L BENDOEREE TR T 5P RAEBD I,
ZOMDEFHEY R o7 4 —FETIH. BBIED
ENETOHATREBEE R LI (F1.2)
B, —EDEEBDZ bDIFI L. BEPAL
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TORFEEDOERICOVWTR, SRISKRAVBETH 5,

BREANESLURE S 0 7Y YORAEIEL TR, TOHEHLSHEREOREL DR
Hhp 5k 5F2E histological classification 25T bh. BROKRHEMADOFESHY L LT,
BYRFBRENL TS, HiYR o7 4 —EEROWHELSE T, Duchenne BB XTH;
BXIERL, Prealbumin #MIBI%A/RL. L b Duchenne BITiX. 7’- globulin OE/DEED
fehs, IgG % BIEFE@ARICELEE >TSS,

Bk EENED Prealbumin  SEMOEHOERI. 10BULBREHEMESLINTED
1028 LA RSEEBICIE. KREHHREB, NEH. TA»A,. PREBEHRRENSD. Tho
DHELD. BALIOBIRICK > TROER. EUHBMBAERSTIONIRELS S LHASH
w33,

X. Duchenne & ® Prealbumin #YE®1EM. r’-globulin SEDOFDOEUL, S SDOH
53 LTOBHER 1B (EHRER KEVEERLTO S,

Duehenne e WT I QT6LA EDBHCH L. 1 Q51750 T r'-globulin ESHEICE
FL. CTREBTHRROMELRHLER. Duchenne BT, THORHBHCEV TR,
& SICEHRBH OB pattern KAV TV BHEERL TS,

ZhoDHER, CNETHEINTVAC TR, [QTOREEZEXHDE. Duchenne Blic

LD OPIREREENFET 5B ETRT S,

X. BiEEOSEOZESIL. Duchenne BT Prealbumin ZEBEM. 7’ -globulin S E DK
DABDIH, HRER TR, Prealbumin FEDOHMZEZED /T T, r'-globulin FEDH
IDIZEBDID > B3, TS C T E Duchenne R, KINKEOEBHSETH . HREHR
REOEABETHSEOT, ZOBVICL D BHEHANEIC bEMSITHEY bb » HEKE .

fDOBOFH IR b a7 4 —FEIKDOVTHE, HRICIBICREIEDUEH 745, Limb- Gir-
dle B, FSH Bic bhiEmMEEEDO UL RT CTRERD. SRISKRHLETHLE

Zohb,

(x & &)

(1) BYRbe7 4 —ERBRRBOTCTE. 1Q. KRB DO TREETIE-7,, CT
T 5 EHBIE Duchenne &, 5%£XKA Limb- Girdle £, FSHETRAKKRHAEEL
L. BEERTRNESTE LTRDE, Becker BICHRHIZADUDM >0 1 Qi3 Duc-
henne %), %£XF. HREDICE T £EH, Limb- Girdle HOIOFICEEET %2R, F
SHE Becker BICIIETIRED M1

(2) BEBEOSDETIE Duchenne . HFEEANC Prealbumin DOEM%:EDH. Duchenne BT
r’- globuline ®WD%BBHIz, Limb- Girdle &, FSHZHE, Becker BITREIIL, 5
REC>W TR, EFIHD 7L S WBHRS - T,
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(3) Duchenne B, BHREHICHIT2EEAREOEE L. KOBM. THHERARDH Sbh
EZio603, ‘
(835 XR) .

1) Dubowitz, V. : Involve;ment of the nervous system in muscular dystrophies in

man, Ann NY Acad.Sci ., 317 @ 431, 1979.

2) BB, WERT, KASE, SM=FEF £REFH YR b o7 —EOTRARREEK
DVTCe HYR Lo 7 1 —EDEKRKES L URFHRRERILH,

- BAS3EEMAMEE . 1979, p.232 — 234

3) mEAX, SHEY, KEHER, REEX: #KEEs 0 7)) v, BARER, 31: 1005 —
1024, 1973.

fh OTEDIRREFEM — Mk - X&BCT »
A E=FRAPMY)— ZD2
BOEZEDL, v =X v RA—=SF A PY) —LDONT

E—H)
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E B MK WA AR %
= A B &£ £ @ M B
N E X B R X
B OB T

(iz C & 1K)

PMDORBEICOV TR EMEAEREREAEFRICEVTHE—MERE (1979). XHCT
ROOWTREERAGTPTH S, SORMATES SRHPNT LD ERGBERENIIED S
PMDAOHROBEOERICO>VWTERDOVWE E 5 %185 1230 PMD OFERFIC OV T DB
R OHETD (FHE L THMSMEEREEICEH) THHH. FAEOLED SSEIRAKE/ND
BB THIBE/NEHEIKT 7S %ﬁwﬁgﬁﬁﬂa‘%itﬁé LTPMDORELHELIER
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HLOVAREGLOTE—HE LTHET 5.

(5 % %5 &%)

AYVE—FYRE—TA A b = EiFE -7 RED. DHESROMBREOBEOEEH
EE. TEBHT 7 VBHRE stapedius reflex (SR EBSY) OLEERMFRTIMBEIED 72
SRANSNBREETS Bo HEOHBEOED S RETHRBEHORMNTHSC LILEE
L. —B0E (ipsi &88) HXOHEE (contra &B8) KZNEHFBREOEBHMEML
11840 latency 2308, PMD LREERAL ZHBRHTH L LE2LTh, BHREDE
S PMD B SbELDTELE 6 5 58T LM 5. BRERIRET 5.

B—K (a) BHERHOA 52 b, (b) ISROKHH. (c) RRHEBDOY z—<T
b5, CONTHIMIBHIRSBEFHSEINTOSH, TBHERHE LTRT 7 I BHNER
THY. EFORBOHIHNE/NEHRHRT 7 I BHRHEFARE LTR->TEOEWS OB
BHTHD. KELBOTOHPEHRHFDOHEREEL stapedius reflex (SR) &E->TW5,

PLEZRBERT B &S ROROBER/\FE. BOBRBLHE. BRI TURRTS S, L0
REOEEFNERISBIEROBEREOROENE TS Y. HIHBRIABARBHICHT S
MR EHORIMER EFBEOA 7= XA LN AIEH B0

XT—RIBEIBVT ipsi . contra ZHENH 5D sifnal IXfd 3 S R— latency ZEEHRE
EEATIRBBE1 contra > ipsi Tdh5AS latency &iIE_RIKRT Ly 2F=KDHLL/
57 FieBW BT ADITH D, BBAI VE—FVYRXF—IF A —5%—{3 Madsen #
YMZOnTdhb.

F—R (a) $—K (b) B/IEHRHOKGHE

\ N
Cemeceemmwe——— ==

77 tAMRM DMK, TEERHSMREL TS,
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F—K (¢) Exn
L]

LA =7k

G

@@'{,/nmu \@®

FHARVRMB Y o=

‘ IPSIL‘ATERA.L
: . g, B A VX IARA—DF X B —, RAEZEMT)
l CONTRALATERAL EVEIFE. RRULYI—IR—EXEUK,.

£K

signal

1 |L6

Ll: initial reflex response

L6: precontraction response
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E=K

%«2‘ AUDIOLOGICAL REPORT FORM

[nam cASE No |oatE TEST BY
TYMPANOGRAM STATIC EUSTACHIAN TUBE FUNCTION
433 500 -a00_ -soq SEEMBRMATER | | o “Sio COMPLIANCE LEFT RIGHT
HEEN 4 [] e
1 ] } } YES| NO YES|NO
ERRBNRINERT HEIEERR &
T T T T T A f N NORMAL FUNCTION
l N T
s i ! R R
| P to NORMAL TOYNBEE
NRNRERENEN \EERENEN
L J N
! } 1 } ||, J .o NORMAL VALSALVA
! L LA Ll NN
1 | |
| ] I 7 ! PATENT
, i ! I l, // { A 20|
. | | / Z \ | 0
1 | 278 I\& | | € MIDDLE EAR PRESSURE
! I i HER | £ LEFT RIGHT
] | ] i J L ] __IN mm t20-
N 00
AUDIOGRAM .
FREQUENCY. IN Hertg
ot ; . 2 o e o STIMULUS - LEFT EAR
[ i | [ | PURE_TONE
t t l l i 250 500 1000 2000 4000
REFLEX
10 { ; l I i E]?‘L THRESHOLD
w0 T H i PURE TONE
0 | ! THRESHOLD
T I LEFT KEY  jicwd
0 T I } i x AIR o DIFFERENCE
0 t } ] D |AIR MASKED| &
4 i > BONE < STIMULUS - RIGHT EAR
i I l l 3 BONEMASKED| © PURE TONE
T 4
. l [ I l N/R INO RESPONSE = 309 1000 2000 4000
w REFLEX
' r l l DNT[DID NOT TEST THRESHMOLD
sa 4 ] cNTlcoulp NoT TEST
] ! I 1 [ PURE TONE
100 } I } THRESHOLD
e ! I | ] I ° DIFFERE:
NCE
20 ] | ] | |
ACOUSTIC REFLEX TEST
STIMULUS LEFT STIMULUS RIGHT
50% DECAY | THRESHOLD d8 Frequency | THRESHOLD a8 [so%pecay
Secs. N.B. Tone Hz Tone N.8. Secs.
250
500 -
()
2000
4000
. 26001
2600H
WN.
500
1000
2000
Meally summated nudness test o reiee
. % hearing loss~t_ _RA____ 3‘¥fﬁmuﬂﬂ&i§£&
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(& & B &)

EHllg 3 C LA TE 1. PM D3I B HOREEHE—RITRT. MlIHF SHE, fudd~TD
MDTH 5. FEREBRICTRT LS IKEHRFETEDT & ipsi. contra WFhKBVWTH IE
HHICH LPMDBASEEER LTV 5, 230 SR — latency 1 PMDEBHC SV TH Hbrick
EVOTHBH. TH/IEDTIEPMDICS ROEIEHS D 2 DEHIL latency DEEIRHZ 5 L
VLRSS TELPHHALAEVWDTEZRPEDOL S IKPMDAE45)ICA, B, Co 3&ICH
AL THRETHAEL T - S HEKBEDEZRA LD oMb > T, B X TRIRESBOE
BT streptomycin FEHEDREAEBE TR LIZbDTH 305, streptomycin ASE /A
BEHETHHLLEEREETHLIIKSR— latency DWBUES LWEENA LN S, HERIZS
R — latency D FERZEDEMEERRLISDOT. AR, BE. CH. E¥BOThFENEDLS
ipsi (A). contra B) 8Lk U BI-AITH Y T 2ES =B ESKEREHOMCEEL TV 3,
EFEBRO=AFLOXROEHICET 5, BEPMDDRF— JIL & 298I R75 55 & sk
ThH-1,

(FEHERD

GROUP A GROUP B GROUP C NORMAL SUBJECTS

msec

Yoo

400
B)

300 (A

200 .

100 (B}-(A)

(AY » ipsi (B)- conlra
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&BE—%

SR-latency (mSec) TEST TON
NO | INITIAL!SIDE|ipsi. (A)| contra. (B) (B)-{(A)] (dB)| (Hz){ TYMPANOGRAM|Zx|SEX| AGE | MEMO
9 H..Y. R 200 250 50 90 1K WNL n M 14
©10  T,-Y. R 150 200 50 90 M 19
11 T. S. R 400 600 200 85 M 26 FSH
13 D. M. R 400 750 350 90 M 12
13 D. M. L 400 450 50 90 M 12
14 T.I. . R i7s 450 275 90 M 11
14 T. I. L 150 200 50 90 M 1
16 K. M. R 200 250 50 100 M 12
16 K. M. L 375 325 -50 90 M 12
20 A. N. L 225: °. 300 75 95 M 8
22 D.S. R 300 350 50 90 M 14
22 S.D. L 350 425 75 90 M 14
23 H. O. R 250 400 150 90 M12
23 H. 0. L 300 600 300 85 M 12
24 T.U. L 175 225 550 95 M 17
26 Y. S. R 250 250 0 90 M 13
26 Y. S. L 300 250 -50 95 M 13
27 K. N. L 250 250 0 95 M 14
29 T. N. R 100 200 100 100 M 12
29 T. N. L 300 250 -50 100 M 12
30 M. H. R 300 275 25 80 M 15
31 T. M. L 250 350 100 90 M 15
32 s. s. R 150 200 50 85 M 16
32 s. s. L 200 750 550 85 M 16
34 M. T. L 250 350 100 90 M 16
35 K. T. L ° 350 450 50 90 M 17
36 T. S. L 250 350 100 90 M 15
37 A. K. R 350 500 150 90 M 11
37 A. K. L 275 500 325 90 M 17
40 S. A, R 350 200 -150 85 M 21 -
40 S. A. L 325 200 -150 85 M 21
42 K. F. R 200 400 200 90 M 24
42 K. F. L 400 600 200 90 M 24
43  N. K. R 225 350 125 95 M 18
43 N. K. L 350 300 * -50 95 M 18
44 N. T. R 350 475 125 95 M 17
44 N. T. L 200 300 100 95 M 17
45 K. F. L .300 450 150 90 F 19
47 N. M. L 400 525 125 85 M 28
48 N. K. L 150 275 125 90 M 22
a3 H. I. R 400 500 100 85 M 23
51 .Y, M. L 600 300 300 90 F 12
52:: S. Y. R 225 350 125 90 M 23
52 S. Y. L 375 500 125 90 M 23
55 s. U. R 175 125 -50 90 M 28
55 s. U. L 200 350 150 90 M 28
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B =R |
ipsi (A) contra (B) (B)—{A)

TOTAL : :
(PMD--CASES) 2874 53 366473 101+ 65
(NORMAL SUBJECTS) 124122 17636 54 140
GROUP A
(AGE 6 --13) .
(14 CASES) 288+ 64 355481 111471
. max 600,min 100 max 750,min 200
GR
REeB1u--17)
(16 CASES) 277 =11 372469 119 +68
mox 350,min 150 max 750,min 200
R NGE 18--28) |
(16 CASES) 289 F=49 37074 30 1= 59
max 460,minl50 max 600,min 125
* (TB-PATIENTS) 330376 455 ==49 "125=£50

* _5ifé0¥ﬁ 13 mSec,

(EEEELD)

PMDickid 5 SR — latency ICESKEHME - B EBHLATNT &,

L LEDSEREE EOREILE W TREFLHMCPMDK latency DEREDA SN 3,

UbstcoDBER, DEd

@ T7IBHORHENEDL T,

@ BAEBEAHIBZHBICBIIBL N,

® WEMEE. E4 Y- T8, TRM&LSicsd 36,

EEZRELB S0, L LUsSs LROKRERTH S LTI PMD ORKEL SEEDSD
BH->TOHOERRFEUBLONIRTTHS, bLEHITHEVETNUIPMDIIRKIEHSTT
K7 7 I BHREETSEEST 3 LB VEREENRBTH S, LIEOKKSVTIR. PMDO
REE LTOEENS LMY, TAEEF LIBUEHAHELSICIREES RS, L0
SEBNBEI SBENTH S, LTI LIEOMNERTH 2 LHRIFIT SV, S ROBES]
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Ny VEFOAMICRTS, EEBEPMDELORH
KHBREENENTE S, PMDICBIFBSR—
latency DIERIIPMDOHE#THS. 2% h ik
DEEETRTEEDEEZ B,

FHE (1979) IPMDOH/MNFHOREBMAGY
HIFRRBSEARRZ LV EEZER LTS, Z0#
BENRBPMDOEITICE > THDERE & > 1fE
PIThs L LEZTAbbENE. ESKEHESE
FTHREESOBRME L HICS R— latency D EEDS
T7IBHOERICEZ bOTIRIEVWT &KL B,

77 L BERHO#EEEMGTHET 3 L4910
~20msec (Perlman and Case, 1939.) T&% 3
B, AVYE=F Y RE=TF A} ‘)—.’C"‘Gi’c@%lo
EOEERT. LWbh b, COBNREFREO MK
85 L UNB— B/ VEBHREE R %&£ TE/IVE &
s FHIRITWc>TA v =5V 2DT(LELTEN
BETOHBMTHELEINTVS, EEBICET S
FEHEOOBILRELREOMEAERLTVSEH, PM

‘DEICEIFSB S R— latency ZIEEHD 3 ZHTH 5,

(& D
PMD CASES

NORMAL SUBJECTS

ULtip5PMDIZE D57 7 I BBRGEEHOAMIIER I PMD TRiKE ¥+ 7 XEHEDE

EEEBHLLEEZRRTIHDTH S,
(2 £ X&)

1) FEE=, EHEL: ARG YR o7 —EEEMNEERSE BEMS2 ; 175~ 180,

1979.

2) Perlman, H.B & Case, T.J. : Latent period of the crossed stapedius reflex

in man. Ann. Qtol., 48 ; 663 ~ 675,
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DMD BE IR T 2 Kt OB #:

] ST | s B OB OB %
5 BRI %A & &

| Duchenne B YR b o 7 4 —EOKRARDOTRARILICRETH 505, HE HHffargE
DHRICIYEREZBEH SN TS, SEFKLIZDMD BEDORHHEINT 5O
“ERBETAVT, #ERBHOm» SR LT,

5 &)

FMRISEUBEABRFODMD EE18%. E4IR12F &L 0V30FTHEY174 ¥ XBEII22T XD
R2F DIEHABLE 108 THEE2TE, ‘ .
HERIEPHENO ZERIZIC X Y #EFT Ulco RIBEALIIFRAAMGT T, BHESIIHNBMGR,. R
REBRIBHERLY 3coPHAlicEE Lo, BHEREFMEBRIZ—EL L1,
ZEHFIEOE 4 ORIBII RG] 0.1 m second DIEHE THIBLSEAE L supramaximal inten-
sity & UL7o —ERIBMIMFKIE 0.1m second H»5EIR5 L. L4 0.1m second 4EIC 4m second
R LT, LB HETHELNI—HOMREN & 0 A ICH R CHEMAGHEZRIE L.
BRI REBoRIBICKT L THEBMLE SN 2R ORBHEREE E L. EXRGHR
ZHHE ORI 2 MEBMOFERIHS—E L L2 RORBHRER & Ui, EEICIESD
R O BH MR B B HIE Uico RATIE heat lamp TRMEEMU~3FCITHR I
RIGHOE(LICHS T 3 ME K BEIRSH 35 ~ 49 mEq /2 OEXFEETHIHERA L.
PLE# 518 bk RE '

(1)
DMD B L #ifE. DM Y __ARP nac  RRP
3 so 3]
DEICHOWVWTRWISC F{- "I'
ETSRLTFEETHEL 1o, ' o
(1. £2) 40/ 50 ﬂ_so
051 1
20
3im DMD HW DMD R DMD
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(#%2) MCV ARP

msec RRP
(misec) msec 34
F-SD FI'SD
601 so .
23 -
] H . 2
. SO
404 SD &
0.51 14
20
1Q>75 1Q<75 1Q>75 10<75 1Q75 1Q<75

(% 2)
DMD#H LMBHOLK T, EdhMRESEERE (MCV) &, DMD# 55.66 = 6.0m
/‘sec (mean £ SDLIFEL) %IRBE56.84 £ 463 m /sec . #HAILH (ARP) 3DM
D 0.8 + 0.2 msec. *BE0.8 £ 0.15 msec . HMAGH (RRP) i DMDE 283 £ 0.
28 msec . XJHREE 2.79 £ 032 msec TWIhbHEHENEREZR U1
DMDETO I Q55 LB E 75 F RO it Ech S BB 8ERd [ Q755113 56.87
4+ 6.05m,“sec . I QTSLITFEE 5583 &+ 2.65 m “sec. #MHARGHIZ I QTSLLER¥0.79 +
0.19 msec . I Q7SLLTFEE0.84 & 0.34 msec. HMNAEHIT I Q7581 LEE2.81 £ 0.27 msec.
1 Q758U FRE2.90 + 0.34 msec T. WIhd I QTSLITEAS 1 Q750 BT LBV LEE
EAR U, SRR . |

(EERUE EH)

YR a7 4 —HREICRD ABREBFIRRTRPEEREICS I HLEENOET
RUBSHICRY 5 ERREOE FHAHE S AT 30 —HRBHEREICOV TR, Maco-

mas DL E D & LTHEL DBKEBENRENSTIOATY 358 505 REBSIH
LENTRY, 5. RAR_EHHELZHAOTDMDEZEOAHHEEEORELEOREH
DEH S#E Licts. EEDERBD SN -7 L b S5DMDEEIRG 3 KEHED
EDOHEEIX. AETAHBIMBHIEFEEZL SN,
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EITHR Y R b w7 ¢ —JEICE T 5 AR EAE
—ERNE AR RERELRICL S (B2H)

EERVASZ e RS
®E B OE K t JIl E &%
h B F B & A #HFH
BREXFE=AF
H B B i

(8 :5))
FRMS3EE AR L FHICE VT Duchenne muscular dystrophy (L FDMD) T, AR
2% D denervation hypersensitivity & intrinsic heart rate DFLEDOHFIEEIER L1cps )
OB, QFIBFICL 5 REDRGECS SFMICHS Lice SE. COMERAT B rbicH
R ERAERERE. BERREICL 2 MaERARUELERRE2AVDMDEEIRS
7 % O RBMEROLE R T 2 BEEERE L 7.
5 %)

XfRITDMD196). Kugelberg- Welander #% (LAFKW) 6 #1. Control 5#lD:+308Fic>
WTITE -7 (Tab 1) Fikid, BROFE 2L DTo1 $THbH O 0049,/ ks @
atrophine % 2 S3fEITHEHEL. OIAKD—E/L LB aRSME% parasympat hetic
tone &9 3, OIT 0.25 % O atropine £&1r 6.005 ©g,/ kg /min @ isoproterenol % 3 5}
FEEFEL. —ELLioiatamE L v f — sensitivity 2EH 4 5. ® isoproterenol £
RHUUTTHE LIBAT. 057 atropi- ( Tab 1) '
ne *&ts 0.2 kg ® Propranolol % SUB£CTS
5 M TEEFBFEL. —EILLIBEEDL
HEETERX D f — sympathetic tone CASE AE
2R 5. OKIC0.8 18 ke min D T )
Phenylephrine % 5 S} E#E L. CONTROL > 13.0+2.0
—E{L L EREDEME LD, -

sensitivity %3K¥ %, ® Phenylephri- K w 6 19'8 i- 5 'l

ne XIRMTELICHELIS 027,/

kgD Phentolamine %30 TEAL. D M D 19 B ' 6 i- 2 'l

BARONEHMEETELD @— symp-
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athetic tone %K 3, BRI LOFIFOZEA D—EERUBAEE R LEBOMAERRU
ERRIC B HIERARRE & & L .
(HERRUEE)

B REAMETRIL. FIEIDOHE & EREICDMDBHCH T B — sensitivity D&, intrinsic
heart rate DJUEERL. A REMERICHE T 5 denervation hypersensitivity DEEEFH
HE LI, SEOEENTH S e RBEHZERICOVTiIka@ - sensitivity 3BfEIOHE & [k
DMDETIE Control EHCH LA (P<0.005) IK@PLTV, (Fig 1) #. @ —
sympathetic tone 2., 3BICBVWTHEELBDHIE b 1

—Ric. IEIMER Poiseuille DHEANC KD, MR L BREROMICHAT 5 L5 5
N5, £IT. DMDiRH % @ — sensitivity EFORREZERT3CHLD. TFMEHE
a— sensitiw;'ity DERE%E R, *‘T%%éﬁJGCOL\T\ @ — sensitivity & Phenylephrine &5
BRiCk i 2 04 BROMEEAERS &, v = 0290 LEFOMEMMESh, (Fig 2.) KiK
%ﬁ'ﬂ‘i‘fllﬂﬁﬂﬁigal)&%ﬁ]&%ﬂ#it#U’%%ﬂ:%ﬁf:o SEORFTROEHBHILEE LT,
PREHEICH 72A. DMDETIZ Phenyphrine #5124k Y Propranolol BHTHE LT 1 [Ei
HHBOFREDET (P<0005) %2/RL7. Control #. KWHTRIRIIRETHH- .

(Fig3.)
(Fig 1) @— SENSITIVITY ( Fig 2.)
g
£
2 100¢ * p<0.005
e
2
g 2| PHENYLEPHRINE ADMINISTERED
® _ T n
) 100} .
:g JL L] a0 A
L ]
3 *° s .
50 é 50 oo o a
1 ¢ .
L
-[ ‘ ¢ oD M D
¥ r=0.290 AK w
l p<G.10 . O CONTROL
‘ % 0
a-SENSITIVITY rmilg/ue/kg/min phen.

— 200 —



Ric, AEMEERE - sensitivity DA DVWTHRE Lico KBMEBEIEITIZ Barratt-
Boyes Ofikdicky. 1EHAMEELEPHEL OB | BABETRLULMETR L. DM
DETiX Phenylephrine 5ic X D RHME EIHSERICHmML (P<0.005). 7 Con-
trol BHCH#LTbETORMMER LIz, ( Fig 4.)

F 1o, IELRABIREDZ{LIC DWW T Propranolol 584 100 & & LT ZLRAEES &
DMDETH Control BHCH#ELT. Z{LAAR ERICSH S bOOEEREZIM SN -
2o TOAIRDVTH. BRREDOKES b - & b HETHRTH. (SLMBIRED PR IC
BBABEOMSbELOND, 3. MELOMBELSY. SRTIKRHEET 2. (Fig5)

Ric, DR EKMOEEREOREEESE. DMDETR Control B. KW B E
LTl ROZALIC § 5 RO BFEROEMAB LV AE K B->THD. COFE. DMDE
TROAHROZALHMFICK LTAS (BBT B EERR LI, (Fig 6.)

—fgic, MECHBTZETELTONMES. REOES . MKR. MEHBEESNSD. i
BXEE LTRRR. BIRBMEICE > T control T3, 50 atropine 2 X V) BIZZER
MEEAET 0y 7 LERBICESVT, SEORBHEFRFRS FhY 3 MEOES. O
HR. KRMEESE 6 L DMDICBY 5 @ SBMEROBEEIC DV TR L1, SRIZDM
DHE TR aFIBHICHTA2RHOFIEROBEOHEMERTHD. il denervation hypers-
ensitivity ICET B HRTHD . HRMEMEOHFELTRT S bDTH 5.

(Fig 3.)
PRO - PHENY - |PHEN -
STRoKE VoLUrE pRANoLOL | LEPHRINE  |ToUAMINE

CONTROL [81.9 + 20.2[84.0 + 20.1[22.0 + 20.8
D M D |64.9+ 13.9/5.5 + 13.3]61.1 + 16.4

K W |67.5 + 17.4]63.8 + 20,6/59.5 + 18,5
’ « p<0.006

100

=l =
PHENT. ____ ——i

PROPR,

=
2
CONTROL DM D K W

- 201 —



(Fig 4O PerIPHERAL VASCULAR RESISTANCE

PRO- PHENY - PHEN -

PRANOLOL LEPHRINE TOLAMINE

CONTROL | 1021 + 264 | 1172 + 290 | 875 + 206

D M D|1055 + 275'| 1516 + 418°| 919 + 230

K W[1116 + 216 |1437 + 325 | 988 + 272
* D0,005 ** P<0.1

2000
0 : L1
C DK C D K C D
PROPRANOLOL . PHENYLEPHRINE PHENTOLAMINE
(Fig 5. PLETHYSMOGRAM PvoLOL Lt | rouaine

CNRL | 100  [69.9 ¢ .5 [272.7 + 130.1
DMD | 10 63721207126
K W | 100 [8.9+501 o761 + 152

re

Il el

—ﬁ.bmmgmowrasa.DMDﬁfuwﬂmmaam;5xmm§ﬁﬁoﬁkm&m
5T 1 ELEHEDETEE:5, KW, Control BTHAZETH-To —IC. 1EL
HMiRiE. Starling DEBICRVMLES & EEERICHE L. KBIRRRCEBIRIRICSH 5
baro- recepter A+ LT, KMMEESICE 3 MEOTILICHIEL TV 30 SEOHEDES
IT atropine TEIZZEMEL 70w 7 LIIRETIE. baro- receptor 24 L TOREF{EHIZ T
0y SHTVBEELGNB, 1. AEER LI Phenylephrine 3. RMMEELHAIC

PHENY, E—-ﬂ

PHENT,

— 202 -



LEAEHMBETHY . OHEE~ND  (Fig 6.)

R, RISHEORIKRTHH. Thid '75 PHENYLEPHRINE ADMINISTERED
atropine T block & 915 9, Lidi- % \ m:_" :_;:Z
THEIDOHED LS IC atropine TEIKE S0t \'\ oo
BEZEROIUENICB T2 b L \
EEhs, \.

DMD it} 5 LEREICET 2845 \

g

4 1883 4 Ross LIR%E < O#EHEH 5
MDMDiZE i 3 eRIgAlIC 5 HE
RIGDIE T, KEMEEL O KIcqE
5T DAAHBIEFT 575 THD.

PERIPHERAL VASCULAR RESISTANCE

CHhiIDMDiBI 2. 0HEEDKKRT 1500
HdLEHEESINT,
(2 & &)

DMDEERUKWEEIX L. Hp
AERAERERE. MAMREITRUE 100
REBIRBETEH O 0 RBBE RO HAE
KOWTREKL. UTOER%ER, 0
1) DMDETiE. ell#HicdsR7

EZEH. KWERU Control HiRELEBIIET LT,

2) DMDETH. QRIHHICL D RMMEESHS Control BHCH L THEIC LR L ETmE
fEEic & 5 denervation hypersensitivity DEELEAERE L7z,
3) DMD# T, ¢fgAlickH. MAMBOFEDETZR7ce KWEBRY Control BT}

RETH» 1
4) BlE& D DMDEickid 3 efIAIC§ 3 RESROET IR RYMBEBERERITHES L

HHBOETHIERRTH 3 LHEES N,

X i)

1) FMRK. DEHEHRD  BNS3EESE=MNA2EBHESR 160

2) HPETIEL  HRME14% 25 1 58, 1977,

3) Barratt-Boyes, B. G, et al :J.Lab.& Clin. Med., 51 : 72, 1958.

4) Goodman . L.S. Gilman. A. The Pharmacological Basis of Therapeutics ,
FIFTH EDITION pp, 503, 1975.
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Duchenne Muscular Dystrophy iz ¥} 2 K4 (BA0)
& Z DFRE AR RES

B M FR R A B A R B

=5 E 5 B [
R E

H Kk B

(12 C & 1)

Duchenne Muscular Dystrophy (L FDMD) (2. FAIE LT, O R b o7 4 —DFFR
LRI, BEHOBBRLVEINTVEH, HEHD D BRHDEAPER. DHROKH%
TTODOHHY ., FICHBHOMXTIREKEELZRTLDOMAB A oN, 1939 4E,
Futterman® iZ & 3Open bite D#l%45. Brown? 5D, 1954 £, White® SDM&EHH 3,

AFTIE, 1970 £, 1971 £, ZHEHFS Y | 1971 £, HEHY o0HE, S0T 1972 4,
ZEHSR. RECBU 35 Y AEROLEFEICL ZREND 5, 1976 FLUK%. EESP ic
& B —HOERENILIGEH, SOMEASTHON., Hil. HRE. HBHEEZSUDMDOKAILD
WTOREOFENSIEE SN TS,

L LEAMS. $EEER. HiCZ0EELTN %4 2ABHEROREFENERNEMA 12
BERBSNE, 1973 &, BSOSV OB, FEHICOVTORELSS SNBILTES. Ch
SHORSTMIHCODVTRANSA TV, L3, SESFHODMDERFL D . Fifl
S BE . H_EHARRURSEMZ 3 CEMNTELOTHET %,

(% EY

£ LIGRT LS ic. BRISAEI2AH SERFS54E 3 A% TIRIET L7 5 I DO THIR%ETT - 720
2FIDMD. FEBHESIII5~26FICB k3. MEFRLFAND8 (FHEEH Y RFRIICLS) ,
ABHIRIIFI106E,. ABRBFES 7T ~14F . CP KM (H. ILFEE) 3. ABS 1400 Hif

&1 ) xF 1E
E & Fa|@mm @A E 4] Aacek ]k>l7ié wong FUHIC P K W 1
/s -s /5 | 108 7 = /730 7E7 B 45 HERATIH b
2 (S M 2/ |10 7 F /1470 //EEXA 25 ARl H 0
3N -5 25 108 4 = 770 /0EIrH 40 LR H D
4|k -8B 26 | 1DE /75 = 5§40 /0EE>H g0 RARLH O
S1x -0 2/ | In& /!l = 470 /0®3XR 70 LN R S
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ZRL T, RHEH, 2FIB0BEAMLIFTH - 7o FERIZ. BRAL 3F. LHAL 1F. LR
2 16|, ZD72/»TOpen bite ERL TV bDIZ4H], Hh-75D 1HITH > 71

€ £)

1. HEREAFR

é%mﬁﬁﬁ@ﬁﬁ‘ﬁﬂb%t%@izbD74—ﬁ£ﬁ®ﬁhMKﬁ«éa‘kﬁgﬁ‘
=M. MSEALER. BEES. RS, F7HREsCE . B2 WEmcE . HBGET
3. REG. BIERE . ROBEVOSORFEMHTHY . BRHOBELEE. B LI —ETiki<.
BB, ML ->THEFLVWERNBA SN,

HBHEICOVTIE, TITHBRHOAR TR EARD L S i, OIS T H EEHOISH{LLES
<. DOTHIREAH T, MO THIE_EHIIFEELEAE . EFICGEVRBHFRES
2LV
2. HMBFENIRR
H&E. Van Gieson iICL2EHRATHE TS L, BEE1DLSIC, BEDREMIEE L <
= HARORE SBHTHL->THD.
RO/ NREDE L Ve DLT,
BH2D LS T, AfilsAfmOZEAE.
AIZICHORTRBLEE LTRE
{LEPP&RY, LTAH, OIS
THLIHE_MERIT. EE3ITRT L
DT, RO HE ., BRI
BIEFITEL ., BABoiE L 8E
THH. B LEFREA ST,
STRBEHORRIE. 2<%
LIEMBEDATH O . FERHEITEE
ABLNIEVD, H-> THBDTHRIT
UL HELELED - T,

UtomRE, KEBEHOZE/LAE
#wE LT, zOREEFHENICEL
HIeDBER2THb, §HbH. B
OD&H 5 460id. £ TEHDS .
DO THIISER +Th 0. FH_REMH
BIEEEEITEVE S KBNS
RTho., Blkd s EiE. BOD
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( £2 ) BOBWENFSL

fiE B | BUEIGERAS | & i [ HeEn | AU
/1S M - - —+ HH-
L|S T +ie 1 —+ -
3{N -5 wh +H —+— HH-
41K -B - +H -+ 4
S "0 - —+ —+ +HH-

BO1PITRHEABHBEOELRIEE—HTH D, KEBEFHEEBELTORE, KBHEM & &L
T. +OFREELT0,

& %)

TAB 1972 FiLEOHEMENBSRERISARICIT>7127 v — FAETIE., DMD 684
Flh 63.6 BICAFELDKRGEELSH SNIh, ZOBEEDHLE CHFE LD, Open bite

THD. DMD®D53.1%k % Sz,
. BINEZ EFOUMMEETAET 3 &, T7.5%H54 ~ 5 mOBE AR LT, 1939 4F,
Futterman (3—f&D A% ®D 150H1Z-DV TOpen bite DFEELRAHAEL. 0.5 BDENETH >
f2&ELTHY. KEDOpen bite 53.1BEHELTH B EE, BAREIHMFETHEEDbn D,
T3, 5HDODMDDLHAICOpen bite 22D TH D, Brownid 5 Flth 4 FlicOpen bite A5
HD. LBbEEMNH 7L L. DT EMS, EFEOKMICL ZEENDEBITESE LT
3. Open bite BRI N, THBIISOLAIE-1:DTHA5 E LI, White bF#7
#IODMDT. 54licOpen bite 258, ZDOFAICOVTIREKEDEE AL TWVWB, —H. &k
HitksW TR, EHSIKL3—HOWENH D, REHER L. BKH. diflsAHOPattern © 5
B0, BBV Y VYB3 FEEEORI DS, THADHADEERIER Lz, K1 1.

H1 HEHROYT=T. KDL S, FOkHT

5. FifERR. AARZER. BHTHO.

V(U 2 A EROHEIR, o SHOBIKSVTDA
RERH B RESNTOBH., FORSTHBHICO0T
VF_HER 95 DHBFHHER L, FiZ. TDOpen bite
BTH

DAA=XALILDVT, F1ITRT ©OOOGK
BT, BHBORST M IHBOOICHERL.
RICODKH & ODFE_IEHOHDEVER D
BREOZEAMEN. ARIICHSHICL,

Open bite (. BAOFHEE LEAOHBDIEIY

(BRADERL Y
NEYF—vg v
HE. P48k b 3|
2 D)
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FOEKLZODTHEL LR M1 L L. WEESNAMBE L THARERHIKOLTO
BELTETHOF, TAEFHEDLIREEG LTV RARDVTH. MBENLERIALE
THY., SERRILTYE W,

(F & ®)

1) DMD#RFIICO &, M. MBHEORRETLVRE L,

2) WIRMATRICEV T, BHHIC bMAIES BB,
~3) HBHEICOV TR, HO0H 5 DT, KHOEHERMS®EL . >V THIHIEESH T,
F o BHBRAEERIGEVRRBEE LTV,

4) FAODIKWSDTIR. T DERMU M- T

5) %~ T, Open bite . FCTHADILKIR. BS <. FHOR &HOHBEOHENDORYE
KEBHDTHHS EHEL 1,

(X ")
1) Futterman,M,J, : Dental anomalies assossiated with pseudhyper-

trophic muscular dystrophy., The Dental outlook,27; 73-78, 1940.
2) Brown, J.C. and Losch,P.K.: Dental ocuiusion in pation with Muscular

dystrophy. Am.J.Orthodont.&Oral.Surg. ,25; 1040-1046,1939.

3) Vhite,R.A. and Sackler,A.M.:Effect of progressive muscular dys-

trophy on occlusion.,J.Am.Dent.Associat.,49; 449-456, 1954,

4) Z=ZEHER I ETHEH YR bo7 4 —ERIKASHAKREREICOVT, R, 24,
481, 1970.Ef#. 25; 440. 1971 | EE#&. 26; 504, 1972,

5) &M BA. FA E. E#. 24, 439. 1971.

6) EHE F= ftt: PMDOHBKAICET 3 HRBNRHE—F 1 SiI~F 3 8H. EEHLHME
EVI. #ITHB YR b o7 4 —EORREEHICBT 20K (LEH) BM0EEREREE
14—-23, 1976.

7) & G, AR E:!VavT7YREDMPOBEEOKBIOVT, #ITHE VX t o
7 4 —EDRRR & IBHICB Y SRR, MAMSEETFIRREMRES, 1718, 1974,
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HEITHH Y R o7 4 —ERFICBT 3KEEE O
e ol ICEd % BEMPFE

53 2=y N
A N = '
AFEMKF R ARG IEFHERE
A I EL8 B A& B = W B 1T
H B2 E - & SO
VAN S #H B/ OH B & T B R %
w B ® 5 K R & B A H M M
& W = A ABRH # — # E 8 F
2 N 2 % & = & W HET

8 )

BB VR b a7 4 —EBRETH. MEHICEDN S & RREOREESHB a0 RE
DRI bRAT AL EHEHSATOE Y, AFKIE. COORAMICRET SHEE. B
HEEEOBRERBICED L S BHRAERIZTOMICOWT, KRISIERE L DRkEEL TH > T
60T, FHXQEBERICS SN AHE EOTILE . HERIC X 3 HiEOZ(LDmE, >
RELLS ETBHDTH 5o
5 =

RS AR AT O BEE MR ICHBEET - 7eo B BEABEOHER. 69BICOVTH
WX BHBRBEICL > TRE L. —F. Bk, 168IKD0T. BKHh. MIFARS KUHE_IE
FOFHERIC L > TRE Lo HERO $HCIE 4 § DREUERTEEAN . BHCRFY
iR, FUEARRIZATAE & 0. MR ATED S 2 W TN BERG T L, HiBROS
Fid. Fa—4 ¥ 7 H LA0ERALEORAKESES X CHAMTETO. HOH AR
LBAOR (B8, BIEARD OREBIOTMICOLTRE LTSI,

(HBESLUEE)

RRFIS14ERE & 0 Ok L BTIC K > THIG LT a2k 5 iV . DMDEZEOEBHAEICE
THBH o b, . SRDFFICEVTH, HAEL (HEH) OFHMED. BH; 201.0
& (SD93.454V) | {ISARRIE 367.64V(S D 105.94V) | RISEMHEZE 3.54.6/1V (SD112.
094V) . TH_RERRIME 29264V (S D 93.854V) T. CDfEIR. BEED D (300 ~ 1000
WI)EHNXTELNMETA2RTODTH -7

20T, AEREORADIE L BEOHFIC SV TRHT 510, & KARBECBEED
B &, BB VEEAFHEREEDL S ICE EBTHi, THbE, BROED SNBHA
%, AHOSNEVEAE -, DEEAOKEE+ TR Ui, £/, B0 EHOFHOEMIC
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VT, BOBOVESTH 2B MBMEGAEE . HOBRORE S X CRATOHERS
WTRLEMiL EEEEATAICOVC, (B0 / GIOK) OLE4LD. FOGHSE
BOBHAE +& Ly BOBHBBOBEE & Lo 1. BOBONST. K& MG
VTHHEERA L. AEGHSBBOBEE +TED Uiz .

4 BB BRI 443 L2 1651th 9 BIICBINEASS Sicts, 2055 6 Flid. BEEINO S 2L
TV BEIETH - oo '

BEROSMHER S S, 2FICEVT, MEHHSKRHL D BETS -/ 405 EHED
FOBIE T, BOGAMON (K5 &0 bEBER LAORIUBITEH 70 LisL. BIGHE
KDV THB &, BIOBIEBERLAOE 2 FIOBTS -1

CALHBREOFHRL. RARKEOFHEEADE TR LTHS L, EHESULBRNT,
PACIES (BeHR) HBACE (BRI ICHATEHBITISA, B L < . WA &1L ->Th
o TbE. AMERECHERHRE. B0 EAOFHOREE L5 rOMENSS S bd e
Bbhsz, : ' }

$1o. WEEEED D3IV CHOB L MOBOHBREEEC LOTEL8HDS 5. 3HlicD
VT, O LRI B BEALES TR, (1. 2. 3)

BI1~31cid, X SAUSERED 8 MERAO 2 H EMOTRADER (SHEA. S
NTEEYE) SPAOHE (X5, MW, %8 &BIOF (E WS Sok® (D/
M. D/Ta. D/Tp) %R L. BOESE. HROAS SR L. BOBHEORNICHAE
BERTHALRAT. BOGISESETTEAEZETR L.

K1 IR EFIBES68IE. BEE] - 20BRTH 3, COERTR. 128505 13BIKHFT
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\/ M. S.D. 8.0. S.D.ratio
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3 e 26.9 4.56 1.4 0.1
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6 8
11
5 7
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am m i i - .
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Case | Type| Age of | Sage 5 Pneumothorax |
onset Date Age | Stage| Subj. Symp.| Treatment

| K.H. | D 3y 16y 52.9.26 | 20y | o (—) Rest
2KYa|D | 56y | By |532.24 | 21y | 8 | (+)  |Rest &1
3HS. | D | 5y | Wy |53.9.26 | 29y | 7 | (%) Tub. . 6 FEFID
[amT. [ D | 4y 0y |55.4.16 By [ 7 [ (- Rest | 24
5 K Yo. | LG 5Ty | 16y 53.9.1 3ly 6 (=) Rest
6 K.N. [ CD 7y 16y 55.10.21 | 24y | 7 (+) Jub.Dn

D : Duchenne type LG :Limb-girdle type  CD : Childnood mus. dyst.
y : years-olg Tub. Dr. : Tube drainage

~ 4 #Duchenne % (D) . fEFI 5 23R (L G) . fEFI 6 Aichildhood muscular dystro—
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BT EICk BBREREDETHE LWL, FERPSBOIBATH > THEOEBICIIHEN
RIEHER SN B,

RICKHDFLE LI BEAFBNTH B & HEIHE L R0 D 5 T Eitkft <. KD FRIE
L7 4E41320~30iEATH% T BEE DT L BHICtF 5% L TH . Duchenne B THHAMHIT
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B12<. BBOBVEERFILE, - 1 CNRBEDOBHRBICGHONTE Y EHDDuche —
nne MEHES LI LRISEONBEEI LD ETIRROELAL S DI L. SHEFRE Lig
HOMBRAKRTRETH LN, BEAEESD SN d T, C @ﬁ%%%ﬁli%ﬁ%?

tﬁmm%é%am;ﬁK%%ﬁﬁé&%m%<*ﬂ&fi6w\%%ﬁﬁ%ﬁmw%é%%i
554 Th. 1 PMDOBBHLAOHEL S AICRHANA 375 b. FICEHHE
55 L EbN D,

£ & »)

PMD B Rt LA HREEEATIRD 6 51 (1 SIRFIEST) KoL CHE L PMDE
HICHE U SMOBR EOBBRE AT Siic L. & 7 SICRE L 1 B e —E D HfD S 5
LR LIz QDR SIRITT 5 28» 5 THD . ZORECERY b0 & Bh
Q2. PMD & SMOBIFIC oW TIRARDRAEBLETSHS S,

(X 3]
1) =KRB5iG, oS #THE YR bo 7 4 —1‘m‘$%®uﬂfﬁ%$lcﬁé'§'%ﬁ§ﬂm EﬁZ?
- 705. 1973.

2) R I DMPIERRARLOMEKABIZE (148D . FEH34: 343, 1980.

3) Wynn- Williams, N : A ten years’ study of spontaneous pneumothorax in a com—
munity. Thorax 12: 253, 1957.

4) Melton W, L. J., Hepper, N.G.G. et al. : Incidence of spontaneous pneumo -
thorax in" Olmsted Country, Minnesota : 1950 to 1974 . Am. Rev. Respir. Dis. 120
. 1379, 1979.

5) BIRME. MLt BERTMEHRLEB YR bo 7 4 —FED 2 6, %35@%&%%}#?&‘
SRFQBEHHEE. 1980, p. 470.
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EfTHHY 2 be 7 4 —fE B/EHOKRE

EINVA; =5 F0 b
1 B E % t H OB
B OH B OE

IEKE &
R B B X

(1]

(% )
hERNICIEAET 5 B/IVE RN b SRR R U R BRI ARSI NO BB TH 5.
ChSOFIRARS & FARIC. OBIOMIR->TVEEEL SN 5,

o FRITHF IR b o7 4 —F GIFDMP L) icH0 T, E/NBHAERENS LU
FEMBEIIC ED & 5 KEALE S U B HICDOTHILE b - 12

RN AERETAFRELT, A— VA A - —REBBEHREL LI vE—F R
HhiC & 3 H/NBRR SO BRI 3 L fco

FERMBENSZILR. DMP SIRAOMEES & 0 B/AVEHERR L. SENIcRSE L, Fic
EBEFAAVEE L,

AEICABIDVT, ChEBLNLTEERENICHSET 5,

(EBF &

SHRIETHEEFFEREARESFODMPEETH 3, HEEMREIZDuchenne @E%GCO »
THO. MRESEMERUABRED, BRNICREDTO—HE NERESRELE Uiz, K
SMRFIL. DMPEMRFId, Duchenne B 8 . SERHFLTID 3 Flic> 247 - 7o,

BARBR M)A AU A -7 —ASI192FHL, Y FEIREEFIVMS 20605 FERNT
567 L 7o Duchenne MBEDE < RENCTESMMH S v 2T ONEBETH 5725, A
ENEY 2B, BHEIBTNHEOFIcih., ERICNEES RS 2B LT, BROER
DESLREBICES ERIFEEE - 1o HBRIETNTEREOHEIC L DEHREET - 12
2 BRURUBFERELMIT L 7. '

BENBHREEA v -5 v 2kt k D, Grason—Stadtler#t®!1720 B A +r7FIs vz
2 =5 %R0, FIBREE LTHRES0AD A — Y £ — 7 ic L BEE A 72,

BLHIEECHSE 254, BABHRHOHET 3R IORSEE TREAEL. Kic
NED 10db BOBFTIORMERS G, EEDR VI -5y — KB LI, , ,

#R LB NEBRED Sy — IdR 1. 20md T, FIEEHEL D REOMBEOMIT, |

i
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i i -
; /1 ; "\ 't
. /| |
"ll‘l'—ls-‘ L—h—-l
X 1

REHB L D RESREICET 2E0MMT, « FIROREIC L BRH/ 5 — vOE{L. flgEk
TEOBNBBHERICIE LHOMEI S L 2EDRMT: HIE L7 .
RERLFHRFRIDMP SIRFIZE6IA. Rrtitk. BHEEREARICESEEAN. UTEH
GEEAE. DHEESHTHHL, 10%8+r~) YEEL. SEEHSLUCBEHE/ET L.
TSR LR, BELI, -

EAEBROEAREE L/H/NEBH%Evan 5 9HEICIDEREL U 25 — 4+ — € TR
L. 29/ —BKEER L. SREFERILIS

(% )

Duchenne Z4SZDENREMRIBK 1 OB TH 5, MEICHEBLROERE. BiicBRK

% 1 D.M.P. Duchenne ZIMAOMS
E- -4

dl»:& 128 2% 05k 1k 3k 4k ek
-5 S 9 16 14 4 13 22 ®2 D.MP.BREDENENT
0O 6 13 1 13 2 15 1S £ E
+5 8 16 M4 13 9 13 s .
+10 10 1y 4 3 o 3 1 M K % M 12sH: 10bREL
+15 7 7 ' 2 13
o 3 . . Control 12 15~ o
DU DMP. 8 s 14 12MUT 2
%0 GHWE 14 13~160 o
€ & 14 16~uM 9
& % &=
&QE 125 %0 o085k 1k 2k Rl Control 12 1S~2SR 1
-5 S U 13 12 20 13 20 D.MP. # & 14 12RUT 3
o 6 12 17 4 11 16 1t hBE 14 13~160 4
+s5 9 9 100 10 1 u 8 S 14 16~k 1n
+10 4 s 1 s ! ! o
+15 10 6 4 3 2 3 2
+0 s 1 1 t °
+25 6 1 2
+% 2
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AL, BRBRICEBT B35/ AIEL AR LICED ANEAEREANICEEA LTS,
125Hz T 15dbLl FOBE /J#iB%%Rd bD 3. &2 DI T. Duchenne H42f|ZEFICKD
BE. hEE. EED 3BT, MBI E & L, 50 LR LT, 1256Hz D

JHEKEDHBESEMT %,

Duchenne E45%ic> &, BH/NEHRGOREDHER. 1 KHz 90dbT #HH43%. £HITE
®%$‘;H/J‘%ﬁﬁ%®$ﬁﬁiﬁan:ﬁi\ DEEHETIIZOHBIIOLBODIISDENES
Nie BRIEEIOML . BE, PEE, EEOIHOLLFECBI 2T, . REMHERE
SICET BEOKERT, « SR TRENEHS R CHOAMEIET 20HET; ORZHDOF
HiEE. T « T: TREFEICEALECIR SOV, Ty TR EEHFCSVT, B

®3 D.MP RBEDQHNMMBRM 5— OEL

HE )

1 kHz T, msec T msec T: msec
Control 12 347.2 384. 4 496.4
D.MP. ®& i 14 387.2 378.8 594.0

h%E 14 3220 388.8 601.2
K& 15 35.6 394.8 988.8
b33

1 kHz T, msec Ts msec  Ts msec
Control 10 354.4 388.4 470.0
D.MP. & & 13 354.4 347.2 530.0

hiSE 13 322.0 396.8 587. 0
®E 1 357.6 346.4 1141.2

BHLDEREOEENHOHICED SN D, PEEHEHEOPRDOMEERL 75,
RS RE TlE. B% LB 7 Duchenne I8 %, e RMBILA 32 EET SL. BEE
1. 2. 30m<. Duchenne BicH W\ TIREMERG. BEHILIC. DML DEREDIIHAR

EA]1 ER#EEH
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EE?2
Duchenne B & &/

EE3
Duchenne %
SRR

= - ¥ o 5
i &% e * i

LR BREOANRE. ZHNE, HREORBNEBOBE. SA%8E5 L OIBomEn
EBBE b, TORERLMOICE . XEERRICOENE SN, Bl bihi & ERICED
FRATRTEED bOh o, BREDKESLE, %K L1 bDich 5, BEHTRHEEDH
BLUKES b, SEERHICH LIS Vb, REMEENFTE TR, HEORIE AR LT
V3o MBUBICEVT S, Duchenne BERBOEILIERD 5NB b, FLHES. HEOBET.
REOREICH. Hoo&AEoNE,

HN\BHOEEEBHRICLIHEIER. EE4, 5. 6 DML . HBMEOAE X210 2[R, —5
DbOREEAE 5. BB S 7 K v BRONGKOM < B 5N 5,
BET. 8lkerty FOENMIGERED L. HEEOHN L1 bDTH 2. HRGE.
BUEHRONG. MOBHMITEL S b 3> ) 7D LS Th 5.
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HEE4 Duchenne BIGEEER x 750

EHS5 Duchenne EIELEIER x 3,000

= 228~



BEHG6 Duchenne SRR x 10,000

BEET =®/Ey bEEER x 5,000
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FEH8 ENnEy bEMEERE * 20,000

(BRLxLD)

B/NVERIDOBEEIC DT, Intensity control theory. Frequency selection theory.Lab—
rinthine pressure theory. Fixation theory %H#43% %745, HAE T3 protection theory % & &
% 7zIntensity control theory 2S—fREJICEKEEN TV 3,

TEHOEEREBOT T, BENEHOABERIICBINTVWEEELSNEDMPEECEL
T INEVEFZHEREOENERANSLCLickh, BANEBHOGELEERZHEICEBRTE S
AIREMEDS D B o _

4% DDuchenne BEZEDHENREL LCE/NEHRHTORE R, POHUBEDET 232
BHico —HREBHEBEMICRICENEHOREREL . BHADdystrophicSHBEDHBBE L bE
Zot b, »

DEXb., 58DEROAREIZ. ) E/NEHOBIETOREDL. 25FHIKOERB LT, T
NEPHTLTHRENICE SR/ VD, 2E/NEHLZHGHEDRELFMICEET 5 LitkD,
FhikR#E Ddystrophic RED MM D EAL A S i tiskis 0. ) B/NEF O, SRR, B85
BiD Z N 03l S A BEIREIC OV TH O MITHR LV DFIC D ERFEG T 20,

(x k)

1) Metz, O.:Studies on the contraction of the Tympanic as indicated by changes
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in the impedance of the ear, Acta Oto—laryngol.,39 : 397 — 405, "1951
2) PHTR  SEUE/VEHKGHCEEY 58, HER ., 71 : 34 — 47,1951 .
3) AHE=M  ETHH YR bo 7 s —EELH/INBHRE, 82 1 57 — 62. 1979.

Y R bwe 7 4 —fEICEIT 3 purine nucleotide cycle
EEBEREOMEFAGBEBICHET 3L

FBAPELE
¥ B ot &

5% E % %
B H B — 8

B

FEESR. VEE, E® 7 v OFEEEICE T Bpurine nucleotide cycle Moscillation oW
THE Lo

purine nucleotide cycle XK1 DMAMPH»S IMP., & 5icAdeny losuccinate & T
AMPRDPZBRIEFRTHS. COAMP LS IMPADRIGEit T 5DHAMP deaminase
Thb. EENIHICEVT, BBHIERNIEMETSSAMP deaminase (ZEFFHER ¥ X
ba7s—ERE. VRO T74—FFY, YR P07 4 -2 XRDEBRHTERETHED S

NictHEIRTVS,
Purine nucleotide cycle

X1

“eaction : Aspartate + GTP + H,0 —» [umarate + GDP + P; + NH,

AMP a. Adenylate deaminase
Fumarate
H;)O
c. b. Adenylosuccinate
a. Adenylo- synthetase
succinate
NH. b. ( SAMP )
c. Adenylosuccinase
P GOP + P;

Aspartate + GTP
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SEl, EHESHBRAES v MNCBTBHDAMP deaminase EHEEH IR o7 4 —EDE
hEEEBERITT 20T, BAES v POBBEBICOWTAMP deaminase EHARIE L.
ETOMRAEBLOTHE L.

(5 %)

BAFOHHLAY AR5 —F 9 PERAV, T—F VKB T T—RIOLERERE%L 1 aflBRL
o 17 ABICHBEHASUTEHAERL. 5580 ) v BIEEKEMA Thlend L. hom—
ogenate A{ERK L7zo Z41% 80,000 ¢ THEiLL. L&D % &0 Lmuscle extract & L.T
EHLk. (X2)

RIS Dmuscle extract OEAHEBEIZ0.5m/ nicL. AMPRBE.0H»520mMETE
Z5E5mMTIRIEVmax iKIE-> T3, (K3) RIGKDmuscle extract RELCL. AMP
MEEI0mMET 3 &, RISHRELH209 £ TRIGRERMICEL, (K4)

DEDFHRX Y, K5 ORIGRHEZE LT, 1B, muscle extract OEAHEMEIL0.5 s
/ mt. AMPRERIOmM. RUGHMIZI103 & Lico RIGEREER3T T ICRE L. RUGHIBOR
RBERBICEA LCREAEFCAV, KB Y 9 ATHRL TR CHIE Lz

[Preparation of
muscle extiact]

Rat muscle R3 .
l 20 °
B2 Blender s
3
l o 10
. . 2=
Centrifugation
( 2 times)
: 01 5 10 20
AMP (mM)
- Supernatant
[Reaction mixture] &5
40
z [10 mM AMP
s 1 0.5 mg/m) Rat muscle extract
Reaction temparature: 37°C
° 0 20 “w Reaction time: 10 min.

Time (min)
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3B5u4MDAMP. IMP % 230 n meter 725 290 n meter ¥ THOHEEIC DWW Tscan L7z,
(RI6) AMP & I MPDEDTEETHS 26250 meter EMEHZR LT3 2820 meter ic
D20T 1 mMOBHEFREEHE L. £ 1 TiiEH5262.50 metelc BT, AMP &I MP(D%%-
8.4 THB Lo TROFHERSRIT 5. Bb. RISAIRICET 3 262.50 meter DIEE
TORKEDEEMEL. 8.4 THBERGLIEAMPROSEHTE 3, 2hick D AMP

deaminase if#E%H 5H T,
06- 26 [Spectrophotometric measurements of
AMP, IMP consentrations]
,/\ Millimolar extinction coefficients:
¢ 04 { “AMP Substance €282 €262.5
‘g MP AMP 1.7 14.3
2 \ e | 1.7 5.9
\
024 -, \\ Y AMP - IMP 0 8.4
/ /.' \' . R .
L/ N [Calculation of AMP]
. ) \\\:_h AAMP = AA,go..5 / 8.4
260 280
%0 Wavelength (nm) %1
& )

AMP deaminaseiSHEIIER 7 v b OBEEA T 0.2010.10U /g protein TH Y. BRHIEE
7w FTI30.5910.15 U/ g protein TH»tco BREHEHICBVOTRIEEHOHK I EDERSE S

R’7

AMP deaminase activity (U/mg protein)

5, P<0.005 THOPLEREND T (KT)

*1 o TRSGERIIRAEN T 1501023 7. EXHT
o 3881018 9TH 1o Fh. HABED: DHMSH
06 o 6%5E§¢i§%ﬁi&‘ﬁtﬂiﬁ'ﬁ@%‘iitﬁﬁfxﬁlif&bm
T2 BAEEHY®D AM P deaminase iEH RBRMEH T
° 0.5910.15U/ ng protein « IEHHT0.2010.10 U/ ng
04 o protein TH-7co - TTREAHICEBIT 2 AMPdea—
° minase DRTEHERBRMEHT180L68U. EHHT
1581L86U LT HFREL DT (R2) %9
1 o muscle |muscle weight [—AMP deaminase activity
. (g) |u/mg protein | total U/muscle
. denervated) 50 40.23 | 0.59 +0.15 180 +68
° Denervated  Control (Jeontrol | 3.88 :0.18 | 0.20 0.0 158 +86
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€ %) :

AMP deaminasel3fi v 2 b 0 7 4 —EBREOBRHICEVT, BHIKLIUT /2~ icEd
L. COMEEBYR b a7 1 —EEOBEAPIBIIE > T Bo LbHYR b a7 4 —EH
HEOMPILIRCOBED LADBHONBVCESCPKUELERIVBARRN L LTS 50

BUAMOT 4 —EOEREFNTH B YR b T 4 =79 X TidPennington KENITAM
P deaminase O7EHW 1/2~4 ICHOLTHD, $£IR a7 4—F+ThClark bic
FNIE1/2 KEOLTOAERESh TV, COEIRHBIR bo T —EOBHEHTIA
MP deaminase 7E#EASET L. BAHEFH TIXAMP deaminaseff#tAS L7 U, THHOKEY
I EALDS S D o Foo $E>Ts TOAMP deaminase EHEDETHH IR b o7 4 —IEICHR
KL 6D TH A AHEMNSH D, RERNICOEFICHERNLEIETH S,

4%. AMP deaminase FEHIEOVWTYR o7 4 —F+ VORBEEBILV, SSIHE
{2 $51} % purine nucleotide cycle Doscillation DZEA{t. FHEFRD oscillation ~DEEITOWV
THEETTHTR X,

Duchenne BILFTHR ¥ 2 b v 7 o —AEIM{E Aberrant
- Adenylate Kinase Isozyme (T2 T

BREAFEFR

H B ar 4k

&t o]
[1] BH @

i i
ol

o 3

i
o H

CEA L
Duchenne BIEfTHE S X o7 4 —fiE (DMD) OKEZEHA~BHIC, A0 xv¥—
¥
EHPTF=VRIUAF F7—AOEH ( MgATPZ™ + AMP2~ 2> MgADPl-
vy
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+ ADP3~ ) KEOEHEIMGEEE T Sadenylate kinase #15HEE LTEDOMAERICE T
SBEFAFNHBLAODITH LICLD, LEE BT LN EREUO—RTWE BHKTE
HARO T AV F —EEROREEBALIV. 1. THICK > THIEBREICh b 3 5080
THOIHDFSPDE/EI LT EbDTHS, ChE TIKDMDERL S Ui & Mgt
creatine kinase [E]&kIC. (1) [fi#5adenylate kinase RiEHDWAMSEDON. L b,

(2) Agarose gel EXik#) L. [EH(MiFadenylate kinase isozyme DB S A7 “ aber —
rant enzyme” OFENEE SNico E5IC, (3) TDaberrant enzyme IXESkEICL S
BXNBPE TREEFEZEOZHIC—KL. (4) FEZICERNIEER
V77V YRV FKA~N—b+, PEP; vRFT/—ELEVE) I3  inhibition pattern
*. DTNB. PCMB 7S & thiol HEFEEA|ICH U THE M insensitive THBZ &, & Sic@z
EHDEO C & THRLENBEORUBLSA SNI T EBEL BN ULEE Ll #->T. 2D
DMD A& ICH# 3 Hadenylate kinase aberrant enzyme Dk, IFMEEEORE. X 5iC
3. CORREMBEEH SERARIAND“ switch off " D REIC b &3 { mutational event
ETBE. BRMREORANZHHHICT 5 2 & DO THRAERFDRIICH 5hDEHDD
521560 LBbNh3, & T, A, E¥ e MFBEFEOSREIL SUICERBEEHSH
L. MBFRERICH L TR O N IIFBERD A L i Th Sadenylate kinase & DMEER
KOWTREERS. W 2DDHREBIOTHET 5,

V] &)

L. BERTEHERIEL 5> OB /A2 Hamada « Kuby 0%k P2 icit > T - 1o

2. Agarose gel EXitk#)izHamada 5DHED & [F UM T - 720 Subunit #1i2 Weber ,
Osborn DHEITHK - 120

3. FFRERODMHBEY | YAEFECHY B RERNICERE S sk b F ERIFAG

(5@)&0&%L\HMMN%ﬁHM DI0BERHKDPH 4.6 LiEA1GT. Zn i, B,
Sephacryl S—300 # 5 4 o= b, phosphocellulose #5 427 u—= b, k& ITAgarose —He—
xane ATP7 74 =74 A5 L0 07 MEEZRTHEILT.

4. KBEXK. 2FRAGE : BXSMTABECHE (Model 282) icHBW T, RA 60HC u—4
= T VBRIV EROT 60,000rpm 25" CTRNERETITO. thBEHEIC & 5 9 FRl
EBRA 12T o—9—, &7 VRIR+ELEH 12,000rpm | 12 CTRINEZERETIT - 1o

S. TI/EBOMT BRIV BRKBYOT I ) BOTREBRET I/ BV R F 4 (
Isco 9/S 2504. 4 m$x 25cm) %A, 55°C, step gradient #AHHiZ X Y o-phthalaldehyde
KRR FRXVETEREIT> 10

6. HERFRGOIEE | BEFEE%ES L UBoehringer Manheim iS5 75 SR GEE
NEN B8 % [EFRDFreund’s complete adjuvant THALE. KRDfootpad % DHDIRAEIIC
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EALICEEPES Lo 1 o A%, inhibition assay® i€k BiEHMSEEICI - IR TOFERICK
ZRIMEITV ZDOMBEDTE 0.658ME 53 %2 %& s 0 7Y YEisE LTHW S,

| HEBLUEER)
1. b FESEEFAZSL D FREEDO KSR EZRZ THIYH Tadenylate kinase % 1,360 f5ic
F fﬁﬂ:‘ﬁ'% Z it L. HiEYE T 280umoles AT PFormed /7in / g 58 S iz 1 iICH[H
DFEBIREZRLTVE, 2EIHD SIE0BLLEOF R THYUTE S LA THEEZRR

L7z Purification of Normal Human Liver Adenylate Kinase
y Total ip:ci]'ic Recovery
Fraction No. ol Protein Activity ACUVIlY  pycigication  of
(mt) iseye (Units/mg Activit
#1 m (mg)  (WnitsF  orotein) . o0
1. pH46 Supematant from
Homogenate in 10mM 4,500 29,370 6050.2 0.206 (1) (100)
NagHPO, .
1. Zn Fractionation 5% 2,668 8777 0.329 159 145

111. Acid Denaturation of
Innert Protein Followed
by Precipitation with 190 87.0 5506 0.630 3.06 9.1
90% Saturated Am;SO;
and Dialysis
IV. Sepracryl 5-300 Gl 3.2 256 3915 1.66  8.06 65

oIyt 6 129 W74 2693 1307 87

Saturated Am;S0¢
V1. Agarose-Hesane ATP

Affinity Chromatography
Followed by Precipitation 1.5 1.2 3363 280.19 1,%0.1 5.6
with Saturated Am;S0

(# One Unit = 1 pmole/min by spectrophotometric (coupled- enzyme) procedure.)

2. WRIBEFEESRdagarose gel BREKBEBLUSDS (G I LBV —%) #Y T2 )

. s N SDS Polyacrylamide Gel Electrophore sis (10% Gels)
7 I FFVEKEKGLLB—DY YNIHET 4o

9 S
ZDsubunit F&iL 26,500 TH -7 sl
( 1 ) ° s Bovine Serum Albumin
6 L
@ 1 5F -Globutin (H)
e Qvalbumin :
o4 1y
Normal Human Liver
& Chymotrypsinogen Adenylate Kinase
§ r-Globulin (L)
2ot
Apoterritin
Cytochromec

0z 04 06 08 10
Relative Mobility
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3. BEOAMER,OOGH—DOE -7 BERIN. LREKL 9IS LBEHSQBEKREHIIE

o 5.0 '
4.0p
3.0t S»n..=4.85S /pH740 )
5 r/72=0.6,
3 20t
8
)
1.0r
0 L .
0 05 1.0

Protein Concentration (gL™)
iR E0A, B EHEEKICK 25 TFRAIE T 52,800 dalton AEH &N/ &itk->T,

& ZDsubunit MRKOHEREEE TS L, ABKInativeSIFERBOTHFE 26,500 D[E—
Dsubunit 2 BORFRA TR S Licdimer BHETH BAREATRENL bOLEL SN B,
UL LERFE. BRI 7 =Y v JETRED UBRTEHHIC SV THFRE 26500 Omonomer 5>
5 79,000 Dtrimer . 106,000 Dtetramer K3 B INL B EBEIEELETHHI SR
HFEHEIRTWS,

4, BBLOCUREBTF o/ toRIGH: t R2IKRTEIKEBREZERIATP-AMPEWI2

%2 Reactivity for Substrate and its Analogs

Relative Activity
Liver A Kase Muscle A Kase

Substrate Pair

Ws)
ATP : AMP 100 100
UTP : AMP 0
CTP : AMP ) 0
GTP : AMP 0
ITP : AMP 0
Ado-5'(3-thioPPP] : AMP 70 97
ATP-3PP : AMP 0 0
ATP : Ado-5{thioP) 95 56
ATP : AMP-3PP 86 57
- Ado-5(3thioPPP):Ado-SlthioP) | 0 0
()
ADP 100 100
Ado-5'(2thioPP) 0 0
ADP-3 PP 0 0
Liver Enzyme
" (Km for MGATP?" = 1.20 x1075M (V},,, =1.0x10°
Km for AMPZ™ =560 x10°5M Hmol-mintmg?)

Km for MGATPE'S = 571 x 105 M (V) =7.2x102 ~ )
Km for AMPES = 1.86 x 10°%M (Ve =4.1x102 ~ )
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ADPHEBpairiFRUEMSGS. D YR Vﬂ’?"_F‘AMP‘Ci’o‘H% Y vERR AR LD
LAahs. AEMICNoda SHME LY YFFI b3 FYTGTP—AMP transphospho—
rylase LREN B bDEELONB, LrL. ATP. S (Ado—5 (3 —thio P J BATP
ICHE LTHIED L) ~Bidoner TH Y. DMDIMiEH O FRaberrant enzymeb AT P
S#% Y vEdonor & LTHIAT 5 C & LFRIBRDHFENE(RREND, Tty Ado—Y
(thioP) . AMP—3 P BEDAMPT7H o2 b Y) YEdDaceeptor & LTHRHE LTS T &40
Btz S5IKCADPDT7Fu /R BHERL M7, FRICHIRERE MEBHMER
Ik ARIEHE bR Ui, BETF o0 toRGHICBOTHEROZNESETRIE-TY
too FFREROBA. KH7 ¥ 0 7 L QP BARKIGHILIR S &iCHamada 5 #58E LIcAF
U VIO T HICEBM L TV 3 T LI L1
5. FilipH:FUFMEOEMH £H~L LA, M3ksoNsL5 0, ERE (Vol )T
pH7.4. BRIE (VoI) dZHh TpH 81 THB L LHbhr -7

E" Effect of pH on Normal Human Liver
T Adenylate Kinase -
E
§ O: UO'
& 2001 ®:y
g =
)
o #3
e
< 400 Amino Acid Composition of Human Liver
8 Mitochondrial Adenylate Kinase
2
‘© Amino Acid
o 26 500g) = 11 soo
& pro(em protem
> . Aspartic Acid 18 18
_ T T y T v 1 i
3 50 60 70 80 90 100 Serine 20 0
'_FE pH Glutamic Acid 22 20
Proline 13 13
6. T /RS 5.9 NERUKRYIOT  / Slycine B I
Valine 15 13
FEMR TS & BT HAFEM L Tyr L Try DER. Methionine 5 5
lsole_ucune 6 S
half —cystine Dcysteic acid F72i DTN B. %:,u:s',n:e ‘fa) 22
) Phenylalanine 4 7
TFAVEY) I VICLIRBERERIKE L palf-Cystine 4 &
R . istidi . 4
iz, Markland 5% H4TIHEE LTS Y Arginine. 12 10
Tryptophan 22 2
VIFREREDZENERIH T 2 ENUB DR S5, Total 215 197
) — (Integral Number of
Try A& ERLORERBHRS & bR, Residis)x(Suull 26340 214
Try 2 1 subunit 29 2 mol XN, Fio. 2) Calcuated by the spectral maihod of Goodwin and
4 mol MHis . 4mol ®Try . 4mol Dhalf — o ek vairacC L., Bt Cremeier,

Pp.4126-4153 (1966)

cystine BEETHEARY VIIBERDZN
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IR LMK TH » oo FiCthiol FICBIL TIZARE | subunit 249 4 mol B Eh. Lhbax
IKHiE Lk 51, DTNB. pCMB. AgNos K% L CABEbsinsensitive Td5 & B
5. & MFBERITIE 1 subunit 249 2 mol Mdisulfide DBHEETZHDEEZOND, T3 /8
Sk D Bl S IRIER 0.3 ML/gTH » oo
T BYIERRAT D T TICHE LERREBRE. Y vEKE. FBEEOZhER—FETHEY
S71:¥»itHamada b ODOHETHEIAIT->1c& A, ESFEIRISICEVTMg chelated nucle—
otide &unchelated nucleotide ® 2 HE ¢ 3 EIEFRRIGHEFICL 5 T & ¥ L 720
(Scheme 1) ZH HDOEERMH 518 SN ikinetic parameters %%E— 4 IRLUIH, F9 U8F

BEOTOY IKE KR CABLTOA T EMHBA L. & <icVihax > Viax &%-T03
Postulated Kinetic Mechanism of ATP-AMP Transphosphorylase

. . MC+
ki 2E MA+B (K3 KS/ ET- O K7 Scheme 1
MA vmax/Et MC
EMAB ——— EMCD E

B % max/Et )
K g K KgN Epomc ZKe
( MA=MgATP?", B=AMP?; MC=MgADP-, D=ADP3- )
Ko Ky Kikg YT
Vi = "'“”["(MA) o e ke TReKe (1)
= LK, Kg | Kpkg 7T .o
W = Vinax [1 e 78« SLEE T ckrKo=Keke  (2)
1 = =] . 0—
U = Vonax ! & D T/!n_a;“ (a)’ 3
i
y-mtersept E _ﬁ:x(B)

Values for Derived Kinetic Parameters at pH74, 30°C and 0.16 (I"/2)
for ATP-AMP Transphosphorylase from Human Liver

(4)

&4 P
D"p"m":s‘" Defined equilibrium D%T:&ﬁ; < Value (M)
K EMA = E+MA (Kugare?)® 1.1g x107°
K2 E'B <= E+B (Kawp?-) 5.6 x10°°
K3 EMA'B == EMA+8B (Kaup?) 2.3, x 107
K¢ E'MAB == EB+MA (Kugarp2)*® 5.0 x107¢
Ke EC =E+C { Rappd-) 1.65 x10°°
Ky EMC = E+M  (Rugpt) 5.2 x 105
Ks E-MC-C e EC+MC (Kugap* ) 3.5 21078
Kg E'MC-C == EMC+C ( Kapp3-) 1.0, x10°8
viormad, £y E-MA'B == EMC-C 1.0,(20.04) x10* pamot -
mirc-mg! 1.3 21¢'mal-
mire! (mol protein)™!
2.3 x102s
V™ Et E-MC-C === E-MA-B 6.37(20.03) x10? pmal -

min. mgty 8.45x10%mol-
min™ (mol protein)
4.2y x10%s

» Ks : Dissociation constant of the particular substrate from the binary complex
Ks : Dissociation constant of the particular substrate from the terniry complex
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$#idmitochondria —Hlstfi&Dinterspace IC/HET 5 ARERH T LA D PAEKICHIY 514
EEREL. ATPORELADPAERICK 28N v EBIL~D KP4 7] & Tmitochondria
KB A2EBARIEZFLTOAABESEI OGNS,

8. MROKLTUROMEEM | K 4IRLIck S ICAFBRIKBITRREHROICRES €
3755, DMDIMEN S FICDMDRMIRBEZR I 2 EBINT., —F. W77 BRHBERIIITEE
FLRRXLEVWA, EERSTICDMDOMAE. RMMRBEREZXTHELSHM5. DMDIM
BEEZROAEBHEHO [T EBRHELIO LERHARTH S EPHRINS, ChooD
PIERRBERBIRBECS O THRAIRDOERSER SN, RRICKSIKELDIZKIK,
HE, DMDEZEORMERE L FMFEBRICK T 2 BEHBERIUAIC X Sinhibition D&

Titration of Adenylate Kinase with Antibody

X 4
100 & 8—8— 0 —8
X Liver € Anti-MAb
> O DMD-Ser T Anti-LAb
s O DMD-Ery T Anti-LAb
g
g
€ 507 Liver € Anti-LAb
: )
e DMD-Ery € Anti-M Ab
o
D DMD-Ser € Anti-M Ab
0 T v T
0 01 02 03
Antiserum (ml)(46.0mg /ml of Protein)
%5 Anti-Enzyme Assays of Dystrophic Serum
and Erythrocyte Adenylate Kinase
Adenylate Kinase in Red Cell Adenylate Kinase in Serum
Patient AK(U/mg Hb) Ahtlnrmétc'lgnt AK(U/Ml  protein (Uh\g).kng?r:e:gi?t%e
AK serum) AK
TES. 0aM 98.5 % 0062 1ax107  95.1%
R.N. 0.193 86.0 0.169  2.2x107 96.9
Ww.S. 0.133 98.5 0.078 1.1 x107 96.1
E.C. not det'd. not det'd. 0.115 2.3x107 97.7
G.R. 0.170 94.0 0.122 1.8x1073 96.7
B.C.  not det'd not det'd. 0.051 7.9x10% 95.0
c.C. 0.190 98.4 not det'd. not det'd. not det’d.
Controls:
0.090 U of
muscle-type in test 100.0
0.230 U of
liver-type in test 0.0
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LB THDOH DL L DIIT-OBRINEBHBERIUATHEIN S/, DMDIERICERKE
#1230 — 40 B D HELEHS R S Haberrant enzyme DFSA EMPIEHD Eh S I3 BHRHHEE
EZBHTEMNTE D,

ChoDHEENS, DMDIMEDIEEY Sadenylate kinase Daberrant enzyme (3ESKH]
T8, BRLEOFHERITETS 205, RBLFMICRBRFHBEKE VD T &iKiEh DMDIIH
D FEEFKaberrant form LEHHMB S SICIGRABREMR LOREE S OIFHRICIKATS
LENH B,

x & &)

1. k MRFadenylate kinase%#fifb L. HiE#ET 280 units /on/og DH— I BEFIER E 1570

2. HRUTEEFEDSTRIZ 52,800 . TDsubunit 53 F&3 26,500 . LEEHIZ4.9 ST, EE
Dsubunit 2 HDORFFEEL DL Bdimer BETH S EBREINT,

3. HEHLORIHREBHTHRAELSE. BHTFo/DI>BATP SHATP LRI
equivalent 73 V) ~#donor THH. AMP7F+ o7 D 5 HAdo—5" (thiop) AMP—3pp b

L) VEBRSEOREE Ui, %/, binary complex & LTOEEED dissociation

t K 2- = 1.19x10° K —= -
constan s MQATP 10 "M ’ KMgADPI 5.25x10 "M ,
- -5 . forward _ 3
KADP3- = 1.68X%10 M, IHic Voax = 1.04X 10 pmole

. -1 -1 reverse 2 L =1 -1
min “mg v = 6.37X 107 pmole mir "mg T&H -1

2 max
4. EfpH BERIGIKEBWTpH 74 FhFERGIKEBWTpH 8.1 TH-71.

5. 73 /84K 1 subunit HOBERE215. His « TryE&EI 4molé . Try i3 2 mole
T. 2mole @ disulfide BE%*&%. HE#dDthiol HIZRHENLh -t FREE b LICEH
L7RHAIZ 0.73ML/ 2 TH » 712

6. ABEFZENIGIE Mg chelated nucleotide & unchelated nucleotide @ 2 BEHicxdd 2 BIEF
RDRIEHIEICHKk - T,

1. REERFRILEEEROMBEERORFICE Y. DMDIMMEL S CITHKRMER adenylate
kinase RIUFFBERIATIL ., BBHBERIZKICL > TOAKESNB I b1,

1) Hamada, M. & Kuby, S.A., Arch. Biochem. Biophys., 190(2),

772-792 (1978)
2) Hamada, M. et al., Arch. Biochem. Biophys., 195(1), 155-177

(1979)
3) Hamada, M. et al., Arch. Bioehem. Biophys., 1n press (1980)

4) Hamada, M. et al., J. Biol. Chem., in submitting (1981)
5) Kuby, S.A. et al., Arch. Biochem. Biophys., 187(1) ,34-52(1978)
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By R b7 4 —fERBT S YT Y RH

BREXFE=AK
# E B ik
EMARERTFE L 5 —
& H #& 5A
E#RELMN BT
b & # B

(8 5))
BEMURRTLE (ALS) ik s, R, BEhO Y7 v OSHSBEISHINT
wadl) zhss. ALSOREEEEBIFEASEOM, Xid. HAOERICE S RINL bDH
£R3$ 375, bhbhid. Duchenne Dystrophy (DD) KU Kugelberg —Welander K.

AL SoMfs o7 v &#IE Ui,

(4% L UHH)

Rk, ABEthd D D25%. Kugelberg —Welander # (K. W) 74&. ALS 4%, RU
| EHAEES B THB. Mil%. ~Y Y EMATS niRML. EHICKAL. ZOBEMITH]
FElle YW bIRY Y VERE VT /80, BAEILES), BRI Y 7/ ~d8l, ZOMOR,
Fi. FAMBERORERAED SO LA L, BESHE. ZHEICL DTV, M5 ntic,
Db FHRY Y BRS¢, dEERIEHE (107 /10% NaOH 100mf) 2 mé. §idh/¥5 7 4 QIOmZ’E'
MA. 100 €155}, 20% NaOH%i# U /e &G %% D 1355 5 NATHE S #. 30 OK%EEL A
BHHMETHBLENS, 5mD0.IN NaOHIZ V7 v A2RBINE 1z, 2DH. €Y I YESYn
VETRIE L2 & 1)

C I3

¥, RBEMERES 5700, EEEMETHES > TAEL THico MBEL7BA% 0
SEL. 55, 109 155, 205, 255 EBMEREL. 0.1N NaOH KEXSITHS Y7
VAR LI E T A, 103RIRR—EMICET 5 C EAHALADT. ZHHMEE LT, BERE
155 E/E LI (#2) X. BUMEKICD X 4 BRIEATOOERIEA & 10— lhE S h.
AR BT LD LTz, (R3) ERMBEE LT, 0T 6 £ LTS 2 K0TS
B&. FEUEER., 30120ng /nt (EHTEREZ) R0, BELR. RO, BET SHHE
MY 5 & OBIRIC K > TRB A5, 2MICHEER L7o Duchenne Dystrophy Tid. 4
DEGOH D, BEHROILOA, A FUB KB & IR EICHT B &, JERIERIORE.
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RELATIONSHIP BETWEEN AMOUNT OF Cli™ &

%1 %2
PReCEDURE OF MeTHOD DISTRATION TinE
BLooD 5.0 ML MIN, NG/ML
, 0o . 2.6
SODIUM ULTRAPOLYPHOSPHORIC c 29
ACID 5.0 6 10 ys
HATER 60 m 15 46
Asp03 106/10 % NAOH 100mL 20 49
2.0 me 25 88 #3
PARAFFIN Liquip 1 0 mL ¢ *"I’”SNOBEEN)’ * RePRODUCIBILITY oF METHOD OF CN™
DrsTRaTION DETERMINAT ION
100°C 15 mIn.
BLoop NG/ML
ABSORPTION
0.1N N,OH 5.0 m. 1 >0
CoLoRIMETRY 2 52
PYRIDINE-PILAZOLONE METHOD 3 . 50
4 53

44+ 17Tng/ms, BB 6 213391 10ng/mt THITESIL <, HFREEEEREORICERDED
1 tte BB, Kugelberg —WelanderfiTH. F~THSEBIEETH 3 b, 27 B ¥
BOEBE 6 BT, 284 13ng /nfT. EANERE DD 1oy 1o, HEEOHERIENEEIL
G ROV, FEIER 2 ZTRERTRET L. QB 2 2 CH. FENEHERSE

BEELL, (1)
AMOURT CF CYANID
10 20 30 4 SO €0 70 80 0 100  we/w.
NO CIGARET o %0 o ] . 3920
C(PiiTROL. o T T T
CIGARET . °
NO DRUG ceeleed® &% e o t4217
D.D.
METHYCOBAL ¢ e o oo 3¢s]10
NO DRUG s & ° e o 2813
K.W,
L ]
METHYCOBAL
NO CIBARET b ®
A.L.S,
CIGARET d *
X 1
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& %] .

DDiIRBWT, M2y 7 Y EMELET A, EEELOMICEEZRDILM T, SERS
LT hoDiER. 207 YRIER. BRECLDIT-1b0TH26.2CBbhbhssilE
Licevy7vER, pH 2UTIRY YEREROWTIET S E, 100 TRALTHEMLI-VT v %
STHDTHY. FEHSDConway MEFR LTRIEST H V7 v (HEEY TV EFFS) ERET
REbDTHB. BRE YT Vi3, Y7y hBEOR LR LBEE,ImTASHLL, W ra
¥ F) 7DRhodanese TF A ¥ 7 YILRBENB . ~ES o vO#%EEETE0DT, bh
bhid, BT VLD OMPLEBEEELTOE YT v ASDIL YT VERIET D HD. ¥
TYORBEHABLET, KOBWEEREENBEZAT SEBIERT- R, DD, KWick
VTR, MPLy7 YREEHBBELENLL, EFRAZRLTW . HEFOSEOIHDS
DEEBTERTH > LBREBEHTO GO LMP Y7 Y REBFETHBENI TEERLTY
50 —h. BIREDALSTR, MESOZ I MEMdLy7 Y OEBREBOOEL - fe 17,
EF DV DOTHRITBRIMER RS, 4%, AEHEOMBELEDTERNVBLEEL SO
X5, ' -

(x & &)

Duchenne Dystrophy25%. Kugelberg—Welanderi#% 7 @DMPL v 7 Y2 RIELIcET A,
EENBEBELENLL, BHEREMPL YT VIREBEOBENEWC EMNTENT,

(x ")

1) BILIER. FEHEKEE. MESE. fth: [HEGUAREERBT 2 v 7 B Sl
BREBHAANAH 1979 FEMAHEE 1979 P 281.

2) YT Y44 ] 1 STHIKRRARE] 1 S KO 102, BATRMEERS, BARSS
£RIT 1974 P90

3) 74y JI1S IHHKABRAEMS ] 1S KO 102 8FT#4EMeAAL, BR
BRHBERIT 1974 P 141 |

4) FHEXF FHEBRER. KHE#E#M : S&EI7 o2 b5 74— REX3EMPHYHFORSE
hOFRBOAIE. ELEKE. 49: 370 . 1979,

5) Dominck A. Labianca : On the Nature of Cyanide Poisoning , J. Chem.Educat.
56: 780 . 1979. .
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BYRbra 7 4 —fEREBTBERE -

EE] S 8 3% SR R o R B
B OE OB K
a & R IS
& % 5
HFRE=A
B H
4
%

Bt
OB

+ o
R
BE W

R
#

D=

# M
B o

%
® R Ell
B & ZHEfF

YR o7 4 —EOXRERD. BEMEATFICLIHERT. RESOEHEEBEIR. HHK
TR 5. Lo LEBICXHBETS 3 BOEMOBD SN 5, MK, FEFMEL. £ L
T, . miEeE% V'\“iv‘ﬁ_ﬁgénfé 1205, SBIFA4 . GREOEH,LL. T —-FF 3
CEERABTI HEE LTI, 1970 4. Jurist SR L. BAOBRB LU IcBfIRFEKICKLS
FHEDHIE. bone mineral analyzeric X2 FHERDHAIE. w4 70F VY b2 b Y —Hic
L BEHEOUELHIFDOH YA o7 4 —BHFIOVTITEL., BEMBELORK, &
B, BREFHE & oxtthico &, KT L1,
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oAb 7 4 —ERFICBOBRPY 2 F
NTF=CHINT

ENVASS T SE 2 587

i I % ® E & F
RERMMLAFERERRE

OB AET Rk A & IE

FBROBERLOT ARG VA bo 74 —F UTFHYREBTE) TR BEKDS
5%, MKS SIIRRDT § / LAV SE(LABL 3 EFHSO. HYRICBIBRPT 3
JBICDOVTiER. W 2hDHEMNS B0, TORBICBAL TR—ELTWiE,

e, mozEETE NSNS —dimethylarginine (BIFDMA &8593) dRehikitt
BOBEFEEOLN2fEREEML. —75‘ NG NG dimethylarginine (L{FDM’ A &B89°3) @
CHHMBRSEEEEFRAEEDLS IRV HDICDM’ A L8589 3) K33 3DMADKMESESTS
LHESHTVS, DD
 L»L. DMA, DM’ A Ot RIS OMEIICEILS B/, BEE, TAICMATH
—BEADBEZEHHS S bDEELOND,

ABFF TR DMA&DM’ A ORPHHAE & 2 0B BEREBS L UHEHREED
EACHATE B 0E S AR T 5-DD—>OFHD & LT, DMAEDM’ A DRkt
HOBE, &5 02 ORREMOBERE OBV THRE L, |

ZOMT, HYXORBT I/ BIBITAEROHE TR, SV vy, f-T I 14 VBB
59 ) v OBDIERT 3D C LARDONTOEDT, SE. 7)o v Ef—T 3/ 1 vl
DHEIZ DV T bRE Lo
(4% L UEED

B9 25X OMEHHRE0L (Duchenne H24%. Z0M6%) EXME LTERES (B
354, 2428) THBo HYADS BAKZIKHVTIE 1 BRE. BOOEELESEICONTI
BER A7, ‘

5 = &)

DMA (DM’ A DR, : B2 VT F = V10 HYBDERE A & V3HiETA F o7
WE=VEESURBICHT. ROTIRER—/N—J 02 57 4 —R{FHEV=VEF) vk
THREBRHE Lo DMAEDM  ADREy b EFNFIYIDIRE, 50827/ — VBT L
A HAEIHC L D 580me TRAEEME L 7co ZNENDOBIESSDM’ AlCxid 3

— 246 —



DMAWERDI,

Rf7Y Y DER  SREN =787 b 757 4 —£FHEO. =V E ) VRETRIL
LYy v 2Ry POt EES  itk-1e,

B=T /4 VBBORBHE. I SITER——207 F 557 4 — %0, ZvE K vk
BTy PHSRIBISNBLEDLTHE LT,

BRHLUER)

DMA & DM’ A DRehkitt D ¥ 2 Duchenne /35 & U¥Beckers . Limb—girdle #
TREZNEN113. 117, 134 THY. COffizCongenital HOMBHEE. 755 GICE
HEHDO053. 073, 068 LHBELTHBETH 7

T, SEIMRBE LEEREDOES (1-12F) TREKZES LN -1

DMA&LDM’ A OEBERDSVTE, M1 OHEEMTRLILSIC. EEETIR0.250

30t
bMA
bMA 20
,.01 j.’
o b
L. L &

| Ta to FBA 4 %7

L3ETT, 0.6%E—27 & LTHIOBD DA, 0.5 5 0.8 DEICEF LT e T hick
LUTDuchenne MTRIEFEDHHRERLD., 0.4053.2 LMok E LSO EHE S5,
itEﬁ%@ﬁ%@f&%L3ﬂt®%ﬁ%%%ﬁ£66ntoCh%®$mu¢%®%wﬁﬁ
ELEBEINT VI ZCTERFNIICDMA E DM’ A ORDHE#E AR LR, Y2 Tl
E%Qgh%ﬁﬁhﬁm<5&féﬁ%ﬁb‘E%%ﬁ&énto~ﬁ\ﬁﬂﬁfuﬁ%ﬁ%m
BREGUAETOMEZT L. Duchenne B &FBEE DEDAE L 15 - 7o

B Y A TRRQDERIBEITHD 120, ESHBOCELBENEITLTNS C & & h—Kd
5®T,&K@§E%KDMAtDM'A®R¢ﬁﬂﬂ%&ko%0%%Hilmﬁbtiim
E%E7,8@§ﬁﬁﬁ£%@éﬁb‘—ﬁ‘ﬁ%ﬁz‘3®§ﬂﬁfu%ﬂﬁ&%ﬁaiﬁm
ot TOZ EMSHTELDuchenne BCDMAEDM’ A D IReh ki D P EEEH
ICHLEEZR L LOBRR. BRES I VEBHBEARDERB LI bDTHY. —RIH
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21 BERSIIL tairCPK

LA | 8 P48 T OMA L 1B 0 b
; (_})u PM/A

g | 074 | 3100
$51 0.69 | 2150
Ay 0.71 (1817
gy 0.85 | 134%
22, l. 21 331
(74! 199 400

RAREVS LD BZRMRBERTHS EBbN S, .

CPKIEEFEDOFWT. 8HIZLEMETRL. DMAEDM' ADKRDHHHIECPK &id
BAETH > 1o

7Y v OB OWTIE, BiP AT 2580 ug /BRI VT F = Vg TIEHMEY 103 2g/
BIUTF=Ymk ) bR L TV, 7Y ¥ Y HERPICSRECEINET $ /]
THBYC L OHEBEARBTELMENSZDOTREONEEZEL SN S,

Fl. F=T 3/ 14 vEBOBRERIZOWTIE. Duchenne BITIE 83.3% CTHIEADKR R L
WO 54%BEVDNS YOIt L. HIBODERTH-To F—T 3/ 4 VEEIZD N A DR
FCHBF I Y ORBENTHSC Ebd, COBRREHP N ADHEEE B L0 :
BEH 5D TREVMAEZEZI SN S,

(£ & ®)

DMA &DM’ A O RSt D F3ffix. Duchenne Rfp Y 2ABEBEFEIC H5NTH 2
BREGEER LI, COfEIR. BEFOSVEEHRESVHEREZRL. CPKEREFER%E
~L7 i

FhEGT) v oDHEtR, BLURD L -7 3/ 1 vEEEOKRHER I Duchenne BIff o X8
HENEREIC SRTEHEER LI '

(xx i)
1) FhARS « k#E - HEB— - ZEIER - EE - BHEZ  RILR+FEREESRSE 3.
9 —18 (1978)

S +_ -

By~ O UL W N
= D

2) Ryoichi Inoue , Masaharu Miyake , Akira Kanazawa,Masaru Sato and Yasuo
Kakimoto : Metabolism 28 , 801 — 804 (1979)
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3) Marjorie F. Lou : Science 203. 668 — 670 ( 1979 )

4) FHAET SHEE 17, 288 — 305 (1974)

5) HEFHE—. FIEME | GHRAE 12 197 — 204 (1972)

6) Sutton. H. F..et al : Am. J. Phys . Anthro. 13. 53 ( 1955 )

7)) BEEd #ITHHYX bo 7« —EPREGSE (1) (1) 1973, 1974

EITHH R be 7 4 —fEICEF BB Y v e ERIEGH

DWW TOWE
E BRI R BN
& H E A 2 K ¥ B
E X F X X B E E
H O @& h B #E B

BYRLOT 4 —EELENHMBEOREICESZERE LTESALD ETHELHRES
KEHDIED . HALNOMES. ROEZICOVT ST TS DRFFBENSL SN TV B,
Verill , Pickard 5&BY Y “EREBCTORFENRGEAYMIO&SE. 4785 Cap formation
DEORBHDOERETT DL LTEBLHEHRBICODERFAL TS,

b R3—VEFEDARFELSICBEWTDEPMP (DMD) 803 EmGEs/ 07 ) VEkE
ROBBEETHHCEEMEL. FEFREICCDOBY Y/ REGTORBEIAESYDEE.,
T78bH B Cap formation KOVWTERME L. SERIBYHEERERICHEICHFESAEMA TN
ERH LD THET 3,
¢5) 2)

IEEAN 1081 DMD 9#carrier 5FICREIZCCPKIZOWTHIEEL 2,

%] )

& 1 DML TH B~ VIR L7KRSIC  FRERY © BICBIER % < 7<% iron powder
AGRNAZRICHOMIBLEDE Y =3 -3 ¥ LA Ick 3 WERLETT - o

— 249 —



€ £)

BIEFNZ B B capping DHBIXE 2 ITRTL TH B,

IE% ADcapping (344~88FDHhTHHH62.3% Th > -DicxiL. DMDTR 7 ~21% Fij

147%THVcarrier EEbLNBHDTIE T~BBTEHIZLAETH -7

(% A)

) kiifat ~renspokim

(@) 742V A4 VIR R T )Tk TRE

(3) PBS 7-3EFIG LABREBLE X104 1< 3REE

@) )RR R R 7 B
ke FE oz s

() 4°C T 30 AFREITER PBST-3BHLLTR

4) 37°CT- 30T 3L

(n k@I Bvr) . AL 55T
Copping & 1€ LTV SABRE0 -t}

%1

Copping %

20

DMD

Yor

Conlrol Cavir,

L

L J

H

17 S

L} L]

[
o
-8--5--y -..;..o..uc
HE .

%2

- #£31F CPKEELOBRICOVWTHIbDTH S capping D% & DEICHHBARA S i Hh
51z carrier TH(112)i3 2 AL LD HBIRE D probable carrier (3N3EAE FHICERE S

- definite carrier (4)5)3[GIKIIC BIE % & Dpossible carrier TH 505, WIS CPKMEIER
THD1EHS capping BEBREF U BMAERL TV 5,

(x & &)

FLEDEATHDR>ED LI ERRZABOM

DMD Tidcapping DEIAWIIRHEEMAERL.

carrier &EbNB 6D THCP KMEREHLHS
capping JMEEA/R LTz TOKLE T ENEDLED
EOBRECLEDPIARATH S0, ORI L
DEEM ETHhIE, CPKiAEEcarrier Wohic
BOTHLESHIKET ST &, F RO
KhEDEEBINDETEEERZD L X LD capping
o4 5 Eidcarrier OFER. GVTIRE

FRORETFHECBEEFEERBEEERLS,
SEICOKIEBY ‘//\"Ixmét’a@%%cos\ RN, MIBEMLENRETL ST 70 —F 25A
1ohi, TLREFDF— VA RIRESTSHBICKRTITZEHTAIL,
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%3

Capping (%) | CPK(rhtsnt)
m 14 440
(2 10 1838
(3 20 1539
w 7 /200
g(s) 15 132¢
|® /8 7/4
ajm» /7 22/
(8) 2] 72§
()] ? 370
W /3 3/
p /8 37
Bl 14 $$
Wp 7 37
Op /4 37




EITHEHY R e 7 4 —ERBICEBE 2KEHS
v ysF o gEE

B # R\ ER
% H ES b1
R R &H —
FLERERRF/NER
L T ¥ % B
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EFI S BLUTIREEN T 7 F VEEBEEE LIAITH -1, k. RARIGIER 5 25k
. ERTH6mTH-1
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77 F Y EBETREEAE LT AR L URE L 2 FABRL 28FIKDWTL TFRET
follow up Ltze (K2) HBEMOLTFE®SLUEHEBICRASLBAZSZDONS
A, #:8 1 B iCstimulation index A33. 0 L LM AER LA bOMTHHD. 2&E LTI
2BERITICBHILT 2 b0 BV o0, 2EBEZBECTRED DA 1 FIZD Shihi.,
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KRG REANHAZEA LT ERRPLEHAME RISV TR LE LEEB LT EDR
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AEDOFHH 5\ s & L THRAS OEHSENEA & 0 5 L Zimmunoglobulin 2545
NBTENH B, KEICEAFREDI D, ZOHEHSHIREIN S, /2. DNAGKRMEEA
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A, BWEHEICIEND %0

NEIRBRICBWT, KE. e, BTHEH TRAFORPENSFHITLISGE. TOREORE
bRBHFLN S, BIERETH > THEH. B, BENCEAEECERLEIEBERE
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myotonic dystrophy @ B il 169 TF 72

E I # & A tRmbe
N OE B O FE ok ot s

(8 :0)]

EBHEREREOTHREREOFYULABNNENECSHS Tracking HFORITEEL TR
SHLTEH. EEOBEICBVT, Myotonic DystrophyiC. Myotony BEEBbh 548
BT RDSH DN, COM%E, SHIEKEUFHERODVTRIYLLOTHRET %

5 &) '

BAMICIZAEREY T, Compensatory Tracking HEZMHW I, HIb, 779 yELiKEbE
BEEGRH AhH 0. BER. B ALTRELRYBIESICGEST TH LI IKBEETR
0 4FT. BEAN. B &i’éﬁ?ﬁi(%b@%#%ﬂﬂiféf:ﬁ (BEANELTIRO
regular 7isine wave @random wave . random wave & U Tk 0.2Hz cut. 0.5Hz cut.
1.0Hz cut . BFE. BMEAHEE L TIRODE AL BIELTORIE. HOMRICKBHRIE) .

SEIFE SIASEHIE. ABEEHICHED S (EHIKKB° ) TLILE-TELBT 5V VE
FOER (£H20en) TTracking %i77be iz, BEANIZ03Hz cut Orandom wave . &
BROLELADOES T, FEBEET CHAUR1GO2R) DLichEEDE. ZOLIKE-T, &
BAELEGICETCEIRE > TELAELOBHICL > TEOSN S, MHRIZ. Myotonic Dystro—
phy (MD) . Progressive Muscular Dystrophy (PMD) . Kugelberg —Welandar Disease

(KW) @ 38 & Normal ETH 5. BEICED > THRBELZETLLEDTESLLENITLET, &
L bstage 6 LV BOEIBETH S,
= g8

RSO ELBEIC K 3 Body Tracking (3. PERITI - TE %, Hitk 2 b0 & HAED
THRERHIETH > 2o 0.3Hz cut DANICIKT S gain BRAWAHATH Y. L bphase
{4Normal &EHLTH 180° L EDBNEE LI, TOI EEBHMEERPOKRDONS/NT A
— 5. ZEE (stability ) ZXRbLITAHRBHSAICE ST EZEKRL, COEHEHBARLET
HBTEETT, TOREIZ. MDASEHAX . Normal &ATAIFEMKW, PMDETIE
BRIBEDEES > T B, RIVNAVDREERE THI D gain phase IL/NTDEMRAHLGND, TH
2MEOEFETA S L. gain DEVZEDHIT phase DEBNA/NSOHEHBYD, gain DFHVH
iCphase DENBKEVELNBD . CORBUBEICBOT, RROZH FTREAFLLEELE
15 - 1B {EDstratgy BHASHICE ~fctcdEBbnd, AL, OLKICKE S BHEZH ML
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TVBLERE-FIRDVTWERVLOT, 28— FEBHIKTIPVHE, @RE—FirHED
HTELPKKREL D ZHLTEPDETH S, '
ULED &L S ic4EDBody Tracking iZBWTIE, RUDTRERDSAICIES L0 H BRI
Sfchi, 2EDOHRIE LTHD L, EROFEH T LEKRICMDEICEB O THE S gain DETH
B 6. EiRDstrategy #EMICANLD &, phase DENOKRKEVWEE R S, FICMDEOHIT,
%ﬁﬁ%@%&*ﬂ%ﬁ%%ﬁ&bf&%t‘%ﬁ*%GMD@Wﬁ¢Kw@TMﬁﬁT%Hh

B, REROHEREERRICBITARRDOBD LT BEHEC L >TWV 5,

FROARLERE >THWBEDT, b LB RHTRIBED Body Tracking %1Tib¥7, &
NIZHEA %2 regular 75 0.1Hz (EBIKIZ 0.975Hz ) Dsine wavell LIcFETH D, &
A, LT Thphase iZNormal 25HERBHL HIC180° L EDENEZRLTLEV. RIFHAR
LBERTHBLENRENT, TDT EHMSBody Tracking Drandom wave ANTIIEEL
TBEERITI O ICRBBO THRELFETH L EBDL 5, TDregular #Isine wave 0.1Hz
ZHBVTH, MDREOBVEER L > T Y. REROIEL. FHick SRR L RROBITER LT 5,

(® %) ' '

BEBREELIAD BT LItk > THELBERICE SV TTracking 954105, Body
Tracking %fffi->%& L5, BUROTALLNSHT, BHESRLETH S &S HBRK
Bofetd, MDRESZE. CHETITE > TELIE. HOKREFEOEML S Sz, B
5. MDEBOT, BAG—FEL. LOGSBITaREBICEOTELY, 0T &3, {5508
EHHTEL, GBEAVBIHIFICLPLIID Myotony BRABHN 3 bOMELEST ST & AT
WITBEHDTHB,

GREHC R e 7 4 —fEICBTSME T —

glutamyl transpetidase

E LR
a5 T /N A & # L
Z R R S I S
R B B & B & &

(12 C & I2)
[f#% 7 —glutamyl transpeptidase (7 —GTP) &, Mi>5- s, FEE. OHEE.
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TAPAETEREZRTBREE LTHSNTWS 121976 4E, Alevizos 2 EHRRERH ¥ X
bo74—3E (MTD) THMET —-GTPHERTHEREL TS,

Alevizos 5D ZDOFHELIH, MTDOMET —GTPROVLTRF LIBERIZLAEL L,
SEAKEMTDO R, L DHOMBEFRBCLY 5MFET —G T PILOVTRHA LAOT
#HET 5,

(g EFE)

MTD 78 (5B 58, &2HB. 33%Hh 558K, F1948:%) « HFEMUMRELE (ALS) 7
Z. BTHHYRA o7 4 —fE (PMD) 5% (Fa ¥z v XBI30%. H#HRI264) | Kugelberg
—Welander #% 2 %. ¥ & UCharcot —Marie—Tooth #§ 2 B2\ T, FHEMFICLRM. B
S TISHEEFATEBIR LD A -0 7 R+ —FERIDMET—GTPEZRAEL 7

METr —GTPT4 V¥ Lkt VETT> 1,

(& )

&7 -GTPRMTD7&$h2ZDAIKERBH LN, TOMOKETIR 1B EARLS
nILtp 1o '

[T —GTPERMASKI 2813, LRERSITOMD 5 FLHEEE (Stage ) HE<
->TWw3 (Table 1) o FREZRTEMS FEM 1) RTrAYV 722775 —¥ (AP) D,

Table 1 - GTP & OTHER ENZYMES IN MYOTONIC DYSTROPHY

Age Sex Duration Stage ¥-GTP  GPT * 'GOT ""LAP " LP  LDH
of disease :
1. T.A. 58 M 15 (years) 7 114* 22 20 248 16.6* 208
2. E.I. 52 " . 10 2 35 15 27 159 3.4 323
3. H.K, 50 " 26 4 34 25 31 145 9.1 297
4. S.H. 83 " 7 2 33 15 25 171 5.7 252
5. F.s. 33 " 19 2 15 15 20 143 2.3 258
6. Y.K. 55 F 20 4 79*% 34 25  288* 9.4 428*
7. K.H. 38 " 25 2 20 14 15 148 3.2 272
Normal - 0-60 0-35 0-40 86 .2.7.7 150
i -240 -10 -400
* elevated

THf EFI6) o4 vy 73/ x7F5—+ (LAP) LLDHOBREDEAEE-TWS,

FEF 1 A 8EMNCE~EE. T—GTPEAPRFICERL. BT LAPO EFA B -TW 5,
(Table 2) 1EFI6TIRTr—GTP. LAP. LDHEMIEIFa YRy Y M ERL TV,
(Table 3)
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PT: T. A. 58 (AKASAKA 790720) PT: Y. K. F (AKASAKA 800104)

T-GTP GPT GOT LAP AP LDH Y-GTP GPT GOT LAP AP LDH
80.10.27 112* 18 16 227 .14.6* 226 80.10.27 93* 20 15 302* 10.2 466*
8.7 114* 22 22 248* 16.6* 208 -10. 6 79* 34 25 288* 9.4 428
6.16 69* 6 6 195 10.4 241 8. 6 68* 23 34 290* 9.0 519*
4.7 N4* 19 17 262* 16.3* 237 6.6 71* 9 13 280* 9.4 436*
2.12 17* 20 20 244* 13.3* 203 4.8 53 13 13 253*% 7.5 546*
79.12.13 75* 10 10 199 11.8* 207
10,3 91* 19 19 236 13.2* 244 Normal 0 8 2.7 150
Normal 0. -86 2.7 : -60 -240 -10 -400
-60 -240 -10
_* elevated Table 3
Table 2

Fig .1 BEF 6 DMET —GTPT7TA V¥ A1 LTH 53, MEEADBKKHTNVNT I v
@ —globulin IKHPPTHONET—GTPTAVH A LI, RDIEHMIC, &;—globulin A5
B —globulin ILHFTT 4 VH A4 A NDHBEHL SN TV,

fig 1 Y- GTP 1S0ZYME ;_l
PL: Y. K. 55 F (AKASAKA 800I04) |
i‘J N
|
|
L
|l
)
"H)/M =)
! 7 ! \,f
(# £)

T—GTPRHERELA#ED 1 DT, 7 —glutamyl peptide %Mk d 3 Edtic, r—
glutamyl ZE%fthdDpeptide ¥7 I/ BIREKBIEIBELINTV S, T—GTPRELLOM
RTHIREMOT $ /V BMEBXCEBELRAZHEL L vbhTH 3,

Alevizos 52 BT —GTPHELDHBIKETIN TV BT LMD, MTDREBY MG —
GTP LR, MTDHEKOMBERESNSC LICBEL TV 3D TRV ERNTN B,
B 5 IERIA~43R. BFHMM 1 ~25%, 132OMTDOD S b, 10&45MiEr —G TP L% T
L. AP. LAP. GOT. GPTRIEETH-1EHELTHS,
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SEIDIILDREIITIZ, MTD 7&H 2K ERHH SN, Alevizos 5POREICH L, L7
DHEPEL -1 L L. BHEHE - RNIBEHATHSALSPPMDTHET —GTPDO LR
BEHEONT. MTDTOAABRDO LARL2EBDI L3, ZBEZLEMTDORKRE L OB EARE

L THBRR Y, :

EFI 6 THONKMET —GTPTAVHF M40, EFTRHALLEVWEVDHTHEDT,
COHRbEHIRHTREEEZ OGNS, ‘

€ ) '

- MTD7%4. ALS7#4. PMD564. Kugelberg —Welander . Charcot —Marie —T ooth

RE28DI>H. MTD 2EZDAICMET —GTPOLR%2BDI, Chb2flizavyzsy b

BERZRL, LA LERESSD 1. LAFD 1FlICBE 3 erar VT4 Y44

LT, T—GTPT74 V¥4 aLDHELS SN,

(< 3]

1 BER A, JIOBAR, Bh@E—E@3h 77— VI I-W 5 VYIXRTFI—¥ —ZFDK
%5 HEh—. BAGHE (1973 HEMT. MK - RILERE) 31: 1862 — 1868 .
1973.

2. Alevizos , B., Spengos, M., Vassilopoulos, D., Stefanis, C. :7 —glutamyl
transpeptidase . Elevanted activity in myotonic dystrophy .

J . neurol. Sci., 28 : 225 — 231, 1976.

BHMEEY R o7 —Eo MK ICET 5%

E & LR

B # X moE s T
BEUA 2 Rt/ N

T oB = H £

=] 5]
BEElY R b o7 —OBIETFEAMR. B0 HBIEN & EHFH LTS (Renwick .
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1971) . ZOHB|A LR 8 ETHUMICEIR LTV, BEHERICHS TS OBEERLHEOFH
. RBEOFHEZHTIFRENL D, COHRBROZBENRENF KDL SRESNSETH
SHiZEH~DIGA bAfEL 05 (Harper, 1971) » HABILUBIK B ZHBEBC X bo T 4
~EBREULEET 6 FHRBLIDOVT, HE - FNwBEEE, TR0 3HAZEMELT
Y NRAGCY A
(1) FRAZRIEVT, HERZEHORIRERIC OV TRETT 5,
(2) RWE - EFWBMBERAGIC, RELREEOMT ZMHE0MHANS,
(3) —HOEHBKRETHIHBOMADLERBVTHERT 3 F O E « D WRIMKTI D
i, —OEPDHEHLEDFE LKL T, Z085 5,5,

(& &)

A BORMEELKIE IR, MEERZREZFICHK -7, BEPDOABHMBRYNEORER. <
478548 -kick BEERIGCIHIERRTITN > 120 BB, RWB - P WERIOEZEDIHIC,
/8D R a v 2D MEEEA LT, VA4 RRMEEIHIE %1775 - 72 (Grubb,
1048) , ’ '
& 8) _
(1) AE. ZL4HBBELILRRERRL. TOATMKREPHEETE.HIC>VT. ABORM
#R A Fi, YWBNENETIHLELTSHS (Fig. 1) o RBOMBERLY - TERAED
B L1cBlbs 6 RBT. THBRIAALRHLG. 8BREALGEHANZHENTE I, FHEHR
DA, 1EEL 2BORFR TR, BREAFALEFUE, REOPLAUETH S, TOFRRTIR.
FBEEE Y X b o7 1 OBIETFEL I secretory —positive gene EEH L TH 0. REIFIHFEH
HEZUOTRETH 2] > 7o '
(2) BEMRRIBFHKRICHEDT, PEFERFITRIEOVT, BREEDSHLHEDNHE
OHDEEXEX? RERK TR L1, BDIBE (Table I—i ) . TOHA (Table I —ii )
HICERPS BLUTTHEZRLb 10
(3) SEMBEINLFROA. 2 FRIIBMPRICHWBEIT, 4FXRRIFBHBRWEL, i Db
FERWBITH 5, FPWHEEOHEHEOHELER LI, -1, FHOBHICO>VTIH, BREZE
CLEOH AR LAEIIENTEREERL, ZhoomBloHabEr oifFS TS5
iz Ticgit Lo (Table ) o FHOMBFHEICOVL TR, BRARFIZ DO TO/NMIOHILEL
EOI OMA, 1936), COMFFEINSEAEBEINIERLEEX? RET L L. HREL
BDEa b, BROHDEESL. GRELS BUT THEER LI M1 #->T. AHEMNROFH
Dok, 7 VYL REHTOEID 55546 T. KERTFHFICL S, HWE - JErwBmikR
SHOROIR LKL T,
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Figuré 1. PED!GREE OF FAMILIES WITH MYOTONIC DYSTROPHY

The(am-lypodigr«shawsmsocmar phenotypes (Se/ ) or. genotype (Se/sa, se/se): ol available family members.

s all with my ic dystrophy. are denoted In black:x
Secrelor genc types were inferred from examination of sids, parents, or childrén. -
1(E.F.)
: , y (5.0.)
@ D E ﬁ E é Ao ‘;
: /n Safre
4 A
o By L ¢HOO ML
6 ° r . ‘ - "/“ "/‘ -/u
P 1974 1978 .
Sfa Sofn 5 (M.Y.)
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EEmEA

: o
11939 so/ [ 1944

SITHN S ° m

Ao 1971
Sofse
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5$[j $ O 4>D~¢: 1942

1967 7, 1970
Sofre

ééo m$® 7922 "/
8 (rM)
oY Jalalsoxerelaln e
- .

.. AFFECTED PERSON ’ EE@ PERSON DYING DURING YOUNG AGE

He PROBABLE AFFECTED PERSON STILLBIRTH, ABORTIOR

oo ¢
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7wy 7L

« 6

Table T. 7ie distribution of secretors and won-secretors
between non- affected persons  and paﬁeufs with n7afpni¢:

ly:tnrl:/.
Secretors Non- sﬁcmto rs
N effected parent ) 3
( Affected parent) (5) D)
Now affected chilelren 3 o
(Atfected children) (7) (1)
(i) case of parerts
Secretors  Noen-secretors Tota/
 No- affected 5 3 3
Affected 5 1 6
Tota| {o 4 14
Xt = 0066 0.15 < P< o.&o

Cii) CAu. of children

Secretors  Noa-secretors Total
Nox- affected 3 0 3
Affected 7 I b4
Tota] 10 1 ’ 11
Xm0 lo4 0.70 < P <L 0.75

Table I. Olserved wating types asd observed and ex,ezfe-/ prgeny Aistribution
of secrators and wn-secretors.
( figures within parentheses are affected child (children) s numbers
and the ox,c:fe( sumbers are shun below iy te space of
progeny types. S aed NS are tie abbreviations of secretor and
aon. secretor , n:fe:-h‘vc//. C/n'-r’m.n test who txamined . )

Namber  Progeny types

Mating o - 2
tyres jusls S NS Tl x 41 P

3C0) o(o)
Sis 2 7T on 3(0) o038 (o) | (o) Ye.50
sws 4 SE21D L

rée 236 T (111) 1 (o) 7020

Teal 6 9C6) 1(1) 10(7) L5786 (L11) 2 (o) 7030 (>0.20)
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(EE- $E0) _
WESIC 51 BRRREIES 2 b 0 7 4 EBEUBEEL 6 FRBAD B - FHBHD 1.
—IE & 2 REKFAT, BREEY R b 07 RET & HBUAETOMKICTE
THOORMEL, RFELEREEOMICERN . FHODBED 3 b—MSENE & £i3 15>
oo —HDRF. BIH—HOKEHENBE, HOHEHSBHOMA b THRET
Bl HERTZET GTIEETE ST Edsbhr- 1o ‘

BMEEY R e 7 —EOKRKER <2 — v R

BEER KT & v = » 53 i B B
SARTA R 3 Pkt
Bk R B AR
A N S
R 3O & BB X
R OB Ak

(% ]

MBEHEY X o7 4 —fE (myotonic dystrophy « LIFMD &B8) O EERMAEZ B85,
BICHRPAZWBEEDERM L < VORE TR, BLOERISHREETH 3, FlAIE. KiE
BYBAETD . WRRE D, $UR=2—0 Y OHAKDIR® £ &R EOFES
RT3, ‘

LOUDLNIMDEBEOKRKEESRY 75 74 2508 L. 20 1 SIZPASAEEDOAMSHICH
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study %fT- 7. X. EIEAR LD thin section A{EK L. BEAICTHELL,
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Morphometerical study : FHlfERZX 1LICRY. SEARXIIESHICENT, BUmEHSD
BREH KR ERLICCMD EHBODMDORIIKEEREEZRBEDONEV, BHHRER
AHTOCMDT gt %2 /R L. DMD & ZENBED Shid - 7o,

BOFAEFHZIL . Toluidin blue #ff semi- thin section T 5HFHHITIROE/LIE
RICHL, HHEOS TV, VR HHEF LEVERISHONLBTHSW2) . C
D& HIBRHER, 2EHBRHEOH ~— v 2D, RERERKDI>THET S,

Longitudinal section Tid. #FEDEFHTYNTVREEIE. HHEDHIFT LTV EH
2345 Paranodal CJ545D. modal gap DILAL TV AIRENEHETE S, Node DEATIE
RS LB AL, ERFTUNTORWRHETIMES —BKLEL. ZOETEFIHBEL S
F-oTLEEMNRALNS, (K3)

BHETIE. HHEOITVHATHHYPORME, UL LRI ONTEREOBHEEEZRT. L
L. #%MAICi3 Myeloid bodies % neurofilament , neurotubulus DREABD 5NBHD b
%5, Paranodal Tid. ##5(3 end loop 22K > THMZRDE, H5 it loop BETKIEL
TWAEBA LN S,

Nodal gap TREZROEXH L DK i< 5 Schwann HfRICEBHNTHB Y. base-

ment membrane ¥ 55,

(®2A) %% (DMD—1 K.S 20%
L 1 Hij48 Toluidin blue 4t
Epon @ltf, x 440)
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(K2B) CMD—2 (E.F. )
L 1 ##Ea7# Toluidin
blue #fs. Epon Alff,

x 440

(K2c) CMD—1 (H.M. )
L #ij# Toluidin blue
gufs, Epon Q.
x 440

(K3) CMD—2 L 1&58iBE
Longitudinal section.
Toluidin blue #ff
Epon @, x 440
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CMDIZB 5 RMREDRELHDORELBBIDODTHSLEEXILNTVSEH,. TOR
i3, HOBEENELS 50 BERPHERENR TS, TUEH =2 -0 VIKRENHS
B, KOVLTORRIBIALLESNTOIEV EROFRFUCOVTA TS, FAIAMEICRE
BHBENIHDED2I VLV bDHHS I, BEHNS B LVIBEICRFHOELED
BAROSEIE L X505, BRSO TVIEVL, N REBH-THELRBETHS, TOLHX
BaKkE. FRAARKROELOEFRERETSICE. —HROVR LI TRE#LHENL L, A
IR IC L 2 ERIBREDPLRENL >TL 5, RAGSEIT- 7oD, EEICHTBMEE R
LicoTiria<., BENIKE ORI 2M2 A0 BFHATREHEHOHAITH 5. kS
RIICMD LMBODMD LOMICREZRB D HHENT &S, MAICHSE Lo BHETAICIEL
AR SN LV SHEFTREIHC, CMD FifA I ERIIIC bIAEEIIC b ZALAI,
LEERTE S,

Chicxt L. BkH 2 RARFHIRTRAD SN AHMREOMEENZETD 5.

Cross section THA O B HEOEHFRICHL U TIHEFE LI > T B EFI3 longitudinal secti-
on DHH ST L>TWB paranodal DIPHiILH 5. TOLS ERELHHGHEIZ—NT
HACRLERBHEOY S — Y FICT FIL DS longitudinal section Tid. BRI REDOE
#T, 40~50# E1% internodal length D 4~5%THHHEAE I, FAEDEHEMH
T, LDXHIBREVHIEEZEALZOLND, HILCMD TRARYOEHGEHED nodal gap DI
KK U paranodalDBEH DR ALEETTHEEL 6N 5,

BICBFACMD EHUDOEILE S L. HICOERIBEDORRBAD SN B DIL dystrophic
mouseTd3o Dystrophic mouseldfff ¥R + 0 7 4 —KOEKRESET 555 1973 4 Bradley 9
RE->TEBBICOREDD 2HMBRERREIN/K, Dytrophic mouse DIRICIE, BHOHBH
basement membrane &% L7iV#li% ( amyelinated fiber ) PREICHPEOIEZILBHE (
abnormaly thinly- myelinated fibers) %89 %o TODX I EHIIRLUNT S TIIEHRE
KBTI 50, TOERLTIE node O—FIICOLHHBBILS ONBHBRINTLE SBHBH S
N5, XMTHHEET 5 WEEM TS paranodal TOMBOERALHBBEH OO S, 61

CMD T dystrophic mouse ILA 6B XS0, KBD amyelinated fibers 34617
WS paranodal TOBIBEERA L. nodal gap DILKMBED SNBEAT (iystrophic mouse
EREANICEROEETTSHEEA50 5, CMDitBF 5D X HRICEH T 5 BEHEK
KEHS, FOLS5BERAIIE B1HMEE L7153, Dystrophic mouse 1ML T Aguayo 8 it
K AHOBAESY Bradlay 9 itk 3 axonal flow ORELELS., S ULAHROREMNERLE
LTEZLNTWVWS, CMDIZBWTSH nodal Tid neurofilament *° neurotubulus DELH
534551, axonal flow IKEREMHLAMEMSEZ SNhDd. —FH. K2IBEKCMDICBIT S
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HEAREREICOVTRHE L. CMDICBD 2hiRHERORESIHLE4 » AHOREICE -TH

CHalfetE % Licds, /. CoOR#AKE Schwann M E ORGSR IBEETLHY

RICED SHMOTRRE 6 PRBERICL SN SO LEA—ORERE TH 5TRHEGEL o0 5.
CMD itk B HOR% LHOELICBIL Tid. HICHS HED trophic factor HFHH

o TOLRWRER., BREZRATIHRECEETH . BLAH. COXSTROELELE

K, BOEEZBHRI L TAHALZBEBHRETRIIVIES 55,

(¥ & ®)

(1) CMD2#&, %8 & LTDMD 2 £ morphometrical study R UMMESENIRA 21T -
7o

(2) Morphometrical iCTiICMD EDMDORJiICRERBHONIEI -7,

3) EEFMIIICMDOIRTIR. HBO > TVWAEMRHENSS S, Chid nodal gap DIEA
paranodal TORIOIEFLIZL S bDOTHIBE BRI,

(4) Dystrophic mouse &DHHMERE L1,

(X &)
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Duchenne B2 b o 7 4 —fE (PMD) kB 3.0BOKZE L. 1883 £E Ross LD
EH L MROMEE ARORMESE L TR, SROBENSL NS, LIS SN BHEM
RERHALI. EERED SRBICHV T EHBHON TV B4, ZOREICOVTRHASHTEL,
SE. COREMLEOERICED SBEL TORELERILLT. TORBERDILPS. B
BILOBREBR L 120 EEZROFETRE L,

(HRRUS %)

Duchenne F13FDLEA DL SHEMSE T 2740 L ABOL2EVKER LCH.E . Azan-
Mallory BB%fT2 -7 BHILOBEAERMICAIET 5H 5L LT, MISAER DXL
REEICBOTK o 74 Y FICEBHEEAV. Q8. HECRELEOSNCEbR LI, .
SRIFy T4V IRBATEBHS —F— Y R5F 451200 #HWT. XSITEHBICAIE L1,

— 285 —



(Fig 1 : fEFI5394 I, Fig 2 :fEH 5867

V. Fig 3 : fEf1 6241 1. Fig 4 : &M

7073 1 O2EW)H D Azan- Mallory #ifs)
EUR IOV TLEEE R UFLEAM DI & R
LR ZTEHPEDEECIV—RF 5, T
hAaiLEnisE, U8, %EE. DR, £EAEG,
LHEEE, GFEATFHICXS L. SHICEEEI
DVTREXRSOLEEIRORS T ESL
XLENGEDMEZFHT LT, A (ext- Fig.1: Case 5394 Wi
ernal layer ). /@ ( intermediate layer)
MNE ( internal layer ) &ICXE L7z,
(Figh, 6, 7, 8, ¥ Fig 1, 2, 3, 4,01]
FizhFh b r—2 Lk SXEIXS L
TlERT, ) KicE—XEROEHE L RHEL
E#EN 75— F— 8§ VAT LTRELT. BS
RTHBLE, (Fig9 KEREEZHF—F
—% Y27 LTHIE. Figl0: A—K@EicEd
LM AOEEERMET HLETA) o

Fig.3: Case 6241 |  Fig.4: Case 7073 1
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Fig

Case 5394l
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Fig
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Fig.8
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Table 1R 2H OMAE L KEIC S 3 QBMARERT. SEFAO L. 0. 0. NVH
DESTIRORH. D40 LVEBENETRT. CORIKREUR OTERILEPERAED
TIEHALRRT LTV, 5 4483 TROLEUE 1 OF B8RS <. | OhTR
PEBOSBATL D P OB, [ THABOSHSE . TTRABOFHEERILE b
BEBETEEV. NERVFROEICENTbHEDED,

FEFI 4854 T 155 1. T EBERICEVS DREALEIE 5D, TTRERILDOS oh
WMLV, EF) 4854, 5394, 5485, 5867, 5868, IZ BWWTHHLE 0 DXEHMHILD
HIL-T 5. BHALE 0 HEHILAL < BONIEODOTIRIIL 004 BT THSC & 2R
R 5187 Y 1 DTGB < . T OREITIHREILAS SRV, S dRIBOH
BEEICH BHE(LASS DB, [ 304 (L 4854 & FRICHERON SEHALRAIE . X
BRIEDZSNVER bBV. 1. DEHETS & I THHEEODIE. NB TR
B RICEEFDOLRUNA EBERUR L OXERIOFRMELR (Figll, 12) 245 &
DARBITIABR BICIE  BHALR OB EAHS Sh B DICH LT, BERITRAE D A%
EPRIFOREEICHR LT 5o 2UF £ A5 LARESIOTERHLE (Fig13) 5. i
R BIBE B % & 1% BERIBEE) % 103\ SIS S S h B KICERIOBMLE (Fig 14) %5
34, PEBRIZEEEETHSORM LARARBIREOMIIEVT EERLTVS,

Flg . ll Average of the apical slices Flg. 13 Average of all slices
.3 t [X)

Flg- “‘ Rate of tibrosis in three layers

11.8
2.1
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( Table 1.)

LEFT VENTRICLE

RIGHT VENTRICLE

Anterior Lateral Posterior Inter Average Papillary] Wall Papillary
wall wall wall septum muscle muscle
4483 [pomel — 505/47.8 440 [46.2 17.9] 838 370 350
| imermediate | 5.1 56.4 [43.6 59.0 |20.5 30.8 |24.2 467 | 425 | 176 | 12 | 58
Fa"y':r""" 27.8 38.5 |26.5 33.3 (33.3 8.3 {13.3 26.9 | 264
ayermal 29.6 45.5 |41.3 46.5 |36.7 236 [39.0 17.8 | 340
I
K idyer o?®'® |333 21.4 (203 46.3 [26.9 255 [108 386 | 312 | 101 | 38 | 59
E,’;‘:,"‘“' 175 67180 256 (83 70/ 54 128 127
1
layar! 200 17.138.9 40.5 |54.5 42.4 [43.2 36.6 | 36.1
Intermediat
M oiayer ° |36.7 25.6(56.4 34.6 [44.4 458|302 250| 367 | 6o | 58 | 108
layor™™  [182 108 |20.4 11.3|28.2 188 | 7.3 119| 183
4854 Imer®  |216 25.9(103 30.4[e7.8 226 0 350| 229
| imemediate | 40 13.0(240 23.8(33.3 133| 0 158| 154 | o8 | 15| 13
fonernal o o|o oo o o 0
osernal 0 273]|275 43|21 19| 6.1
I fyeymediate | 59 16.7(382 80 0 21 75 | 55| os | 26
foxternal o 67 38/33 0o | 0o o 15
Internal
layer 3.0 140(11.3 © 3.4
I {iermediate ° 152 15.8) 2.2 0 a5 5] o 0
fxternal 0 o e3|o 07
4890 fovanal 18.9 59.6 (49.3 269 | — 20.8 [18.2 34.5 | 34.4
| ermediate 120.5 32.7 (38.3 42.0 |18.9 28.9 107 11.5| 202 | 21.1 | 7.4 | 156
fternal 7.7 50[160 333|212 143]| 0 80| 145
emal 286 294 [19.4 17.0 {11.4 232 [14.7 26.1| 222
M idyer®@®® 228 204 [15.4 26.1|30.8 31.8 (103 26.1| 234 | 125 | 14 | 38
fvternal 115 9.1 9.1 195|200 140 57 17.1| 127
oternal 0 9.1/375 389|303 0 (248 96| 177
I tayer e 1106 0.6 (245 472 (250 3.2 [11.2 11.4| 160 | 138 | 73 | 133
a’;‘:,’“a' 54 0 (104 324|128 132 63 77| 97
5187 lar® (224 o |85 213(324 3845 118] 154
| jermediate | g5 7.0 (146 188210 15|18 22| 103 | 28 | 13| 23
fnrernal 65 27/ 21 19]36 20 o 2.2
osernal 273 28| 66 41.1]424 53158 259 197
IHiayore®™® 231 17| 02 368|339 66| 60 146 150 | 59 | os | 27
ornal 68 191156 17.3[170 15) 1.6 6.1 83
Irernal o 7.6 209227 38| 66 11.0| 94
0 iyare®e o l277 266|17.0 16.4| 10 159 120 | 28 | 03 | ai
E’;}:{“a' 11.6 159|184 20(152 100| 101
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( Table 1.) Cotinued LEFT VENTRICLE RIGHT VENTRICLE

Anterior Lateral Posterior  Inter Average Papillary| Wall  Papillary
wall wall wall septum muscle muscle

5394 jalemal  l233 156 o 0 ° 49
l:g;ee','“e‘"a“ 261 0 |37 o0 o o 3.4 05 o o

External
layer 63 0 [s] (2] ] 0.8

}gty%rrnal o o 262 22|73 o 5.0

I {sermediate ° o (237 260 o| 33| 40 ° 2.0

External
layer -] [+] (o] (o] [+] (o) o]

Iayarnal ° 49 4.1(435 s52[138 20| o9

il {gyaymediate o J154 23231 156|0 104]| 85| 26 | 15| 34

External
layer 0 56 28|12.1 9.1} 0 (4] 3.4

}g;’e’r"" o 12.8 250 (409 180] 43 o | 122

Midyor®®®| o 9.1]385 7.9[186 343|145 15| 166 | 24 | 04 | 10

External
layer [s) 3.6 1235 18.2|23.5 18.2 (143 34| 128

]
5485 Lo o | 0 o °o | o

intermediate

| layer )] 1] o o 0 1] [} 0
External
layer ° ° 0 °
Internal
layer
Intermediate

Wiayer

o

102122 o© 0 24

©

22| 87 O 0 1.3 0.5 0.8 2.1
External
layer [+] o (] (] o ]

Internal ¥ [+] 4.0 1.1
5867 layer ° 0 44 0

Intermediate [ 26 233/32 o0 0 3.8 o 0 0.5
| layer g

External 0 [+ 0 [} 0
layer

{g;gfr"" 0 0o 26 o 0 03

nll:tyaerrmedlato 0 79 63 o. |- o 2.0 4.0 o o

External 14
layer [\] 3.7 717 ] ]

i o 0 154 o 0 16

Ul amediate | ¢ 771867 © o 24 | 37| o 0

External 0.7
fayer (] 3.7 38 (o] o

Internal
layer 0 21
Niyamedate | o 75 218 57 o© 0 41 | 64 | 28 0

External 7.7
h“rm 0 3.1[400 26.7 o [+

34.1|154 18 [ " 8.1

Internal

5 8 6 8 Iayer
’ Intermediate 0 0 o o o 8.9 43 1.7
layer

External
layer

Internal
layer o o °

0 :ranyeer,mediate 0 0 o o o 3.9 0.9 0.6

External
layer 0 ° ° 0

inernal o 0 0 o | o

I {ayaymediate 0 o ) 0 0 s7 | o5 | os

External o o o 0 0
layer
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(Table 1.) Continued

LEFT VENTRICLE

RIGHT VENTRICLE

i (l Inter Average Papillary| wall  Papiltar
Ant|enor tgtlfral :r%?li ertor septum mupscley muscle Y
6144 |oemal lige 73115 195 — 26| 0 143| 103
' Intermediate 167 5.8(103 14.9| 9.3 12730.1 158 | 121 | 45 | 49 | 119
External 59 16| 42 32|40 66]/91 0 [ 42
Inrermal 93 80[169 25.4(121 35| 87 100] 115
ayaediate 1106 11,1153 169(125 65|87 97| 125 | 40 [ 23 | 33
oyernal 45 29)/14 50|66 25|24 o | 33
el 1.6 73|209 197 42 o |13 e8| 77
jjntermediate | g5 59203 169|130 43|14 14| 87 | 57| o 20
,E‘.;;}::"a' 32 16119 94| 72 36|14 16| 49
6241 |memal 220 30.0[165 23.3[29.3 50 (264 17.1| 21.1
| [termediate | g2 15.1(17.5 25.8(20.4 13.3(217 130| 169 | 165 | 23 | 84
Enernal 18 57| 15 63|85 39|91 21| 47
oemal 157 57) 5.1 228(167 7.0[131 51| 106
Noyeredat® | 150 16.1|152 170269 26| 42 52| 112 | 74 | 24 | 58
Enrernal o o 17 s9|e1 14]17 38| 24
6778 layer ™ 157 18 (297 208 (256 26 60 11.3| 138
intermediate | 49 3.8 8.3 22.4 |14.0 65| 73 | 39 | 64 | es
fternal 34 42| 0 71|67 22 o 29
oyarnal 16 0 |96 200(382 36| 0o 80| 100
Niayaredte | 22 16145 17.9]204 61|23 60| 93 | 68 | 66 | 138
External 0 19 17)120 3420 37| 27
7073  imermal 17.4 190/ 8.1 186 3.1[250 66| 124
Iterrediate 102 14.8 | 1.8 119 12027 81| 75 | 17 o | 33
Evernal o 21 ) ° o 0.3
ISemal 48 62[|148 186308 17(53 81| o8
Noyerredet® | 16 21.8[30.7 238177 11|26 51| 128 | 57 | 18 [ 18
External 1197 93| 47 167 17 25 o 6.3
394 Il 39.1 43.2(54.8 410 (360 19133 120]| 307
©|intermediate | 53 16.713.2 32.4 (367 47| 77 91| 156 | 34 | 21 | 38
fternal 29 30| 57 103( 34 26|50 o | 42
Tyl 0 0 348|219 o0 |22 o | 39
Il ayarmeciate o |106 326(31.7 133 93 | 102 | 15 | a7
oemat 16.7 268 (136 85 7.1
joternal 0 56[266 3.7
Il fayaymediate o o 105| o7 25 | 32 | o8 | 22
Toernal ) 25 18 o o 0.5

— 291 —




(& %)
BRELOBELZERMNICRBRT S LILE->T, HLADEFPMHEICL 2EHELOERE LR
KEBLENTEN, L LL2VIR 2857 5 L %E. QIBICEVGHEIEALNSLDODEA

DEEFIIC & > THRHELDILAS D PESITELATH 5. LARA EBERVIF %k LT o040

RHEALDOBOSD5F. BEMICENSD 24, 2EICIZIRICEEDO LD 3 Fl. A£EEEICI3IZ

LAEBHRILDA SNV HD 1 HIIEE, —ELERRRE OOV, EHALEAIDIEE LT

SIER)IE. BHELRDEN DA T, ZOMDOFATROFNLOUR S5V IELUFTAZS

At OBRESE B SN0 B. XE—FEFDLRHE & BERYIR 2 HEE LT HE#(LO LA DR
DEDEELTV 5. Bsibasmmgy Figld)s
MICEIET 5 L RS IR BREHT VL %
HFLERTH, —HiCRBHHOOHR
EhH N5, Fig 1503034 O BXL
RZH L85 LB RHEDS K LB :
DEMME & BT REEHE-> THER -
DBEDHAHH SN B0 T ORISILE
RHEDIER LI IRALI3. EMME & S
SFHIRADBEI LD BRHAEN LBITT B0 (Fig16)
R B OB PMRICHE-> Tlaig [
DEEBHAOLNS, (Figl6) .
BRI DBRHED EITIC Z - 1o MO
LD Y DHITIZMR L T - 1o i
HHER SIKBLNBHELE Y (Fig
17 o SSicHRROKHE(LE (Fig 18)
BENED O AL T HROBRHEAL

( Fig 19), FLEABHA O AR ITHEHS 5 43
#4b (Fig 20) 3% 50 5%, Ll Eom
CHRHELBR =TS 2 /K-> T
BY. INOEERT ST OEHRMER
DEHKEL 7 € VROETELERICE X
BMEDD B, —UIF DI D LERHELD
BE LA EZRT CELRIERETIRIIL,
4lE. MERDOELE GHELE DBAEIC
DVTORRIBITE > TV LA, &K

(Fig1D.
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HIRAIEO SIS (Fig2l) P& (Figls)
WL bEAONAEM (Fig2D) . A B
EHAONIEORBEORE, & UH#
LBz & A oN 5 EMMEOE LWL
% (Fig23) S50, MERLEHIL
L OBREERT BUELD B, BT R
o7 4 —ikBF B 0HEEELOERE -
A B0, HREOHECEOTOA
RS %4 12 RS D RRAEA L & SN D BT
BEAA BN LSBT L7 -
B . WEREOMENEIEHT 58

bB oM. SRTHEDRREHSMICT
BUEEKT B, LB FEAL DATR, 4
Do, YR MO T 4 —LEOFHELD
BRE—THICEL S C & LRI Tmyo-
pathy & L TOLBBEEDOERDAhIT, 1
FRIR R D BEE 1T E D < BRI AL D0 gIT
S BB, MEROEALIC & BLEE
AOMARR. &3\ FOEROBILIC
LBENOMES. HMEEROMS S
L. BAOERAEE LGRS0 4

ERB9

(Fig19)

g

=18
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(Fig23)
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(BRRUER)

ETHBH YR Vo7 4 —FILBIT 505
MIRRDZE Y. EMEBEIIT- systen 50
I$E/MaEDOZE M~ thin filament © &,
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(%)
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et o Abnormal X-P 10(50.0)
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fon_and .edesa 20(100)
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Pneumonia 13(65.0) 2. Changes of muscles for respiration 20(100)
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Tobar 1 slight 4
hypostatic -1
interstitial } severe
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= 3. Changes o: Iz\oarz -lsclga 9.0
bnorme’ .
Atelectasis 3(15.0) sl £ € 4 10_01
Emphysema 2(10.0) ) cardiac failure 9(45.0
4. Deformity of thorax B 9(45.0)
Pleuritis ] 7(35.0) , o icats 8
Hydrothorax 7(35.0) Tordosis 1

BEERRYICIE. FEIRERBEELR - 55%. WS VERE (0% EE LTIRA SN TV, RS

RERCESE ., PRERISTERE S SNIIER  T5HE 0D, AT L b RNERIICEA
BREVE EATRLTV B,

Kic. WREE S 1 LI B8e 5V RERE LCEESET & LTH R UAFis & CREO
FEOMIC, AEICEVTH. FRHEKOHENTETSS. TOBRYELTRAE, 2F
PO S MG OMSE ST~ . WE. BRICE-T. W, WELLBRES. B
FELTWABgLoE, BNMAORE,» SHEL. GEVSREIRAEEEORELRT D%
¥ KOEERGOEH. LDBELOOR+ELTELHTHIELS, Table 30, #
PLEDEPIHEBE b Te RICHE EBbNEETFHORETS 5. SEE. BELHRRS
> TV, Table SIRFLATE . LBRBRDS Shi bOHN0E. DERER L
LD : 0%, DRSERETR LI bOSSHICH >N &t MRENSORIECEEERET
AR OMIC, OREEEOSHRE, & KBREEHREORICEETSH 5 EEL DN,
SOIREMTNERTE LR, AEEEOMBOLILT, SEOEMICH St

P EOREMFEABIICTRS, Fig | HEWEKOAYE T, LEFHH o FERKCHG
COBEREICR S, HIEESELVS -, BH. SELWRORE L KEE, Fig 21K
BRI ) &MMAERER GBS %. Fig 3 BERBOBREDTRLHEETL
T3, ' .

$he. LROBMFEOS bALVHAOWMIEE, SHXE, MEFeEESUMEOMRARKI,
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AEICHH O 5P OMBENRENSBOSICONT bRE LI, Hidd ~& REFRI RS
Ehish -1, -

Fig 1: FETHO O FTES
(KIC T 33, HMARE S FRS
5 - M. ZE. [EXMRD
BAELICKRE. (EF4. &£
fiAtIF. PTAHZ®E)

Fig 2 KOBIRME (ZE5) &HIEE (L5 £mde
(iE#]18. P TAHZfE x 50)
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s S

Fig 3 MO EHLED. St Lisiimlick 2BH%ETRT,
GEf| 4 . HRRRE. HEZf, x 120)

I HELEFEEHOEILICDONT
BIEF D LERBOEBIHICE VO TAONITRE A, LMD RADIFERMED S
(Figd), {ET. 22t (Figh) 3 L UOHERED 4 DDA E EH TR LIS DD Table 4 TH 5,

Fig 4 SEREfMlOIADIFBRIEDREM (¥5) &R
ZRd. (EFI20. ERBHE. HEZRE, x 240)
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Fig 5 iﬁ%ﬂﬁ@ﬁ#@”ﬁﬂ‘ﬁﬁﬁ%TTo(E%N\FE‘
HE ., x 480)

Table4 Histologic Findings of Smooth Muscle in Alimentary Tract

toh: m‘ ia &m::d'l fa Vacuolation Pyknosis
E|S|SI|LI|} E|S|SI|LI| E|S|SI|LIff EfS|SI|LI
264
9724 + + |+ + - + + |+
1109 | ++ ++ + +4
1274 | + + *
1357 | ++|+ ! + + |+
1363 fogl] 12 + |+
1397 =+ |+ + +
1571 |+ + + Aad v
1677
1716 |+ + ++ +
1742 |+ |+ |+ |+ + |+ + |+ +
1805 + +
1859 + |+ |+ + |+ ++ +
1904 ++ + | ++ + |+
F 4 1921 + [+ $ile + +

1948 + + |+ +
1956 ++ | + | ++ + + |+
1985 [+ |++ + +H ++
2014 I+ L 62 +

~ 2064 ++ + |+ + + +

(ERRE. SBE. STWME. LIREBBIVEBEZRL. REOHKNBEL D% +.
LDFELVLHDEHELTRLI, ) 6N %E, BB LPREDHRFGEDTIC, HED
BONTFERE. BRREFNCE LD, FEBE L. WBAIEZHE LI bDMTable 5 TH 3o

4REDOTNGH, FEBEBCBOTT > LEEECALONIILEERLTED. TNORE
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Table § Histologic Findings of Smooth Muscle
in Alimentary Tract

DM P Control
(20 cases) [ (10 cases)

- @ | ()
Increased eosinophilia 18(90.0) 4(40.0)

Decreased eosinophilia | 12(60.0) | 0o( 0 )
Vacuolation - 12(60.0) | 1(10.0)
Pyknosis 16(80.0) | 1(10.0)

5. AEICAENE SO, R SOHOHER. SKE SKFLVREMSLELREDN
B, BETREFREEL SN, BHREEMLL TS S &, MM 1 20% (4/20) | &
B 10%. K5 %, BROMN | 5B EOMBERER LLEFHE S

(£ & ) :

1) EFHEG YR b 07 4 —EBEOHRPDFRDTES % & 1FR RO AL S
BT, WRZEEFEASEICRE L. BRQ LML LT, AESREICSY 2PRER. i
LH LU EOBREN > AT, FECOVTER L, WHER. BREEEHRE. k. i
R, WSS L UCBRSMEEDO®D. ChbE bk oTHRRTE LT, ML UKEE
GOREDM. FREOKE. LRE. WBLHEEHEETHS LEL N, Mg, K&
%B. MEEASOMELE. MEST0 bR, AEIEEEBbh 3 HSHNELRS S
NI - T '

2) AEBEOMLEERFICE. IEOFREORM. ET. 2. KBEL e OMks
MIZEALS. SHBRED b7 > EEHEEICA SN, BETREFHREBbI,

x &

1. Siegel, I.M.: Pulmonary problems in Duchénne muscular dystrophy.
Diagnosis, prophy]axisis; and treatment. Phys. Ther. 55: 160 -

162, 1975.

2. Vignos, P.J. JR.: Respiratory function and pulmonary infection
in Ducenne muscular dystrophy. -Isr. J. Med. Sci. 13: 207 - 214,
1977. '
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3. Huvos, A.G., and Pruzanski, W.: Smooth muscle involvement in
primary muscle disease. II. Progressive muscular dystrophy.

Arch. Path. 83: 234 - 240, 1967. -

4. Simpson, A.J., and Khilnani, M.T.: Sastrointestinal manifestations
of the muscular dystrophies. A review of roentgen findings.

Am. J. Roentrenol. Radium. Ther. Nucl. Med. 125: 948 - 955,'1975.

eI e T I T T S T e S S T T O S I

B E &£ B

Lipid storage myopathy 0)*%]

Bl e 2 A P B A B
=5% E K m N R &
= i B X

(12 C & I2)

Lipid storage myopathy (3. [EEORBBEOEEIC LV HANICISED BRARCTES
T, 1970 FEHEL D E OEFHBB|ESNTO 3, Rx BMPISEDORM%EL - 7 Lipid stor—
age myopathy D—FIZER L O TRETI TORBERUEL T EDETOZRAEMAHL T
3,

REF

BR 4FoLR

EF BRERET. STEE. HREEE

FKER WMBICRSEMERS Shiv,. RRfMicizv,

BEE SRPRFEGEZEMRCTETRATIL 2420 7 Th-1o. KIBIRT { BHEEES
Hoto EB4rABICKBDOTMAEL L. Vit. KRZFELZMSh. BMEZH /. COH
MR B 0. FENHMOLEE 2T HRBAONIRE 1D 12. FMETRERE L
H25R. WEITA. BEOBBVIIFA, oHhTOUBI8Y A, $iT3F. BENFA LR
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EOEhDA LN

BRE £%9 7 ARIKCERYEI Y o — A TERVAYRERZ LIc, TOREI, tonic
convulsion & ¥ tonic spasms #& 70D 1 H10~20EB]FH V. E E GiTTperiodic slow wave
HHBE L. Infantile spasms DOZWTABEZL. ACTHEELZDUBRERIHALEA SN
(ot 1X 6 XAALVHROESHW T LRGP NS LERICEFHREENS SN VA,
INEYF—YaviZR 1T 6 yAToNE DL, 3FEBEEDL, SERNTAKOHE
A I, FELRTRTEAL,
- ABRRFBRIE (KHIZ/NT— 2 SDOTH. HFIFHEICK LML T R 7 FRES. REGES.
RERRAIER T, ORI ShE, %%%uﬁ?tfﬁb\pmam&enmammé
éth‘.'.n.lﬁ L‘ scarf’s sign . heel to ear test. BEMHFHVITh &M, HHDETIE.
=23 MEMIBREAHEISL SN 5, i’ﬁﬁ‘li BHESARRETES CERTEIN,
Gower’s sign. RERHA SN B, TOMBEFRRTHRMEERPEES 5N S, cherry red’s
spot I3& bi’LfAL\ _

RERR —RRERRERLI lCT'é‘o BEOMBEHEDET%22% 5, i, CPKHRIE
HTH5. MERELBROBMZETR L, YBRICITE > REBRSERICR Lo FlE®RI Y
HERRABR L TORELAVMBELA SN, TG, Y VIFEDO EFAS S0 T, MElEH R

BEBLKTYF—vzBAELNIV, BREAVE Y SEE#HFETH 5. EE G single spike
BEIrRicaE O b, CTTREDKEIAE cortical atrophy %EbH 5, FHRERHV 1 ED

£ 1 —RRE R

®m
RBC 375X10 CPK 10U
HE S b jil!
g
WBC 9000 7 %’ﬁ:lL/XTD v 320 m/4d 1
Plts 11.9X10 RUREH 3.2m
HIMEERME ER D2 178m,/d1
BR F R FERA R 0.57mE /1
;éfééh i ﬂﬂ?&gg{zﬂﬁ 74
5
JUTFZ> 0.2¢g /d 1 _ P02 108 mnHg
mwﬁ;?aﬁy 0.44g /d1 fr’C_Oéoz g?-fﬁgg/l
To 7.6g8,/d1 Ac—HCOs 20 .2nE /1
hiv 785 1 nimd
g lfjgé BRI IVE > ,
3 5.2 9 TSH 4.8 o /md
y 1.69 Ts 0.9 ng/m
¢ Ta 5.39 uwg /ml
T sz BURFR
Lpn 22V EENR- % FT
78U MESEEE (REW)
ALP 17 .9K. AU FETHE
§%7 5.8m/d 1
F=2 0.87mq 1
ZLT7F 1.31m/q 1
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EBhDd 505, DQIMEL MMFREEIELS 5N 5,

Wit E H&E#fd. gomori trichrome Z#:CType I fibericZEfa% 3 %05, rod
body. ragged red fiber 3B SN, AT Pase ZfTII. Type I fiber predomin—
ancy %7 L. Type Il B fiber #33. NADHEETI Type I fiber THEMIC—KT 3
LEOLN LB AROBUENEEZD B, Oil red O LETIEE. Type I fiber ICIEEDUE
HHEoND (M1) o PASHETIE. Glycogen DIENMITED SN,

1 :0il red 0%fs. Type I Fiber (RHD ICIEEDOEREEZHAD.
Type II fiber (OH) IKIIEEDOEFE DIV, (X 800)

M. R. GRBOHIV=F vOEEIZ. 2IK/RTEDTHY. Total XU free carnitine

Tota
= 2 Carnitine Level Free |Total

Serum |43.8 |673

KMol /1
Urine |30.0 [204.1
HMmole/
Muscle | 0.56 2.75
KRofe/apt
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REF&GHICH S
GTTO#REEE 3 ILRT, M,

ADENEERAHI-BDTH 5, M. [ R IDEFPBELEORISLEOXSICBLhEH. TG,

NEFADEZZ2AHDLENTORRIIIH -7 EFEZ D, AR, CrEVBEIHRLTHS,

IRI, A, ere v, avxyFo—nw, TG, NEF -

COM[NT. BRIICITH -G TTTHA LTI,
z3 GTT (175/kg - 23g)

2IBSBRAROEREKR 4 1CRT. NEFADB LRI BN, P 7+ b id#EL 2 6
%O ES D20fEJICEMLTED 7 b Y ROELRERIITEbH TS EEZL S,

0 30’ 60" | 120
BS ma4 | 91 90 94 93
IRl #% | 5 5 5 5
Tch m4 | 529 | 519 | 505 | 526
TG ™4 | 285 | 299 | 316 | 358
NEFA mEg{| 188 | 102 | 048 | 043
Pyr mgnut 0.87 081 081 | 0.77
Lac m4| 130 | 129 | 120 | 120

=+ FASTING

2hr |20h |27 hr

BS Mg | 77 53 34
TChmg 4| 350 | 384 | 435

TG Mg | 672 | 534 | 686
NEFAMEQ(| 043 | 0.73 | 0.92
S-Acetone’¥ 5 | 50 | 115

(= ®)

1973 #A. G Engel ¥ S5h8h v =F v /R4BIT & 5 Lipid storage myopathy %4 L TLLE.
71 v =F ¥ /Ri8% Lipid storage myopathyfP TRERMBELZEDBICE > T 5B, DI
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RALZDIEFITH. Type I fiber ~DIFHDERELZED I, MPRUGHPDAL=F v L~
WVEEERHETHY . Hr=7 Y RIBEREETE 5, '

¥ 7o, carnitine palmityltransferase RIBIETOLIEHEOHNANEHES B 205, ZOEER
BTV E0bha, COBRKERE. RIFEEMUHERE, SIS 470 © RATHT
5. REFRTH, HIBARIK T b Y BRELRETTL0DATV S, $HEHRIBET
. BRIERBTEERBEFLTHY F Y REEREETH 3L VS HESHA LN D, D O KA
DIEFITIZ. carnitine palmityltransferase DFEEIZITII > T VD, ERFE. REFE
EBEENTRS 5. L LABRRROSRD S TH 5BV (552 ICHEE TS ¥ carnitine
palmityltransferase DOREHLELEBbI 5, £Dftipyruvate decarboxylase RIBHET & i5
HOBHRRFRS B 505, ABOEHERT Y F—vXE/GTTIKTAR. EArEe VRO LR
BHOLNLELVARIE-TWEEELS,

Pl E¥73Lipid storage myopathy ICDWTHRNT X705, HADEFHTINS ERIEIED
 RENT SR, MFEIRED EREN > TOBRTHB.5EL DL 5 SEFOBMERIHTHD.
R4 DA R0 RS ISMAEICHES - 72 Lipid storage myopathy D #i PR U TG, 8-
lipoprotein DEMEH > 15EH] ¥HiH 5o Lh L. HADEMRIMAEFITH > TREEI <
IEELROERHER LTV 3 ADHTE E RIS BICRY > T B, 8L AREOERICE
WEBDLNEY, ZOEFRAN=F Y RBEDBREEINTE O TRIATELL,

COFIEMIED A BHHARDISERBBEIC L 2 kI DL, SISME B &KHSEEAN

EHOER LS LDh, TBRICAGHLTELLODREDETAIE > XD LIV,
B4 RHANIEEAHEE D $ 0 IEURRD f BILOBETORENS S0 TRITVHEHRILT
"3, |

COfERIX. LlfiInfantile spasms DOZYTAC THEHEEZI TS, steroid myo—
pathy THBMMINHERAEC 5L STV S, LirLCOBBEARETSD CDBADLE
BEOEZILL,

T, Av=F YRIBETE. Reye [EBRBLRIROIERZETEEHH5 V&b 3hs,
COBRITAH SN 5 REORFMAEREH T DEFICH 1T 3 Lipid storage myopathy & &5
SBAFRMHZDMIE->Z D LI,

BED LI AFTLERAUEBRELLINTE S, SHBIHKRFKP. carnitine palmityltrans-

ferase FEHDRIEEITE > T FETHY . TExhIL BB ICH  ERERIEE.
Pyruvate dehydrogenase complexiCT DWW THRITL T E U,
# =

K413, 5ERE SN /-Lipid storage myopathy & 3R - 7o S ASHIGE % £ 75 - 7 Lipid

storage myopathy 28 LD THAZ COREMEB UK ETOERAMA T IRELEL
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1o
BRiIcAv=F YORIEE L TO RV GBI AEEE/NERIOZ LK B EIC RS
AV - 3N
(x i)
0 Engel AG, Angelini C: Garmitine deficiency of humar
+ skeletal anaecle with associeltd [ipid strage
 myopathy: 4 new syndrome Suence 119 837502 /724
v-'l?karpa’b 6, Cappenter S, Engel AG) et ol © The W’”’Ve
of. s}ste'm:& carniting deficiency. Nearofo gy 25
=24, 1975
DBondin. G, Mikol T, Gutllavd A, o ol : Fataf sgefemo
carnitine deficiency. with. lipid. stonge. 1 skeletol
muscld., hearf, livex ond Ridney.. J. Nesrol’ Sei 300
33-328, 1904,
4) Carroll IE, Braoke HH,; DeVive.DC. sek.alis Carnitide
def\Qe'ncy LacK ofresgonse bo.carnitine therapy.
Ncumlo 44 30 bl ::...6.2“6 ..... 1980.
5) Hostetler kY, Hoppel. CL, Rominie JS., et al Rtrtml
o{eﬂcnencg of muscle camtme ?qlmltyltmtsferase
with .mormal &etone 7;0 duclimi.. A/Exdq/ T Med 298:
553-551, 1918. '
§) Layzer RB, Havel R1,. Mclfroé, MB : Partial deficiecs
of caymitine: yafmf}lfmf]‘er’ue nym!ognc axd. b/ooﬁ’mm/
cameqfuemces Neurology 30: 427433, /9/’0
VATEK L IRED ﬁ/h’t At = fnn
Wiz > K M B2 o T, x,ﬂ % #
EAR TR ERE. 240-249 ,;A../? 78
8) ?inei.l: i ?,E TPoloi. M, Naﬂn' %.e‘t'nl,f..', Acase of
Late. omset: Liprd. sfomgc myepathy . Evrsp. #euro)
% 373'".23‘4’ 1224
9. GLnsgnw AH, E-ng 6. E;lloe//M; 3}41674/5 carniline
deflcmﬂtg: Iaimg vécurreal: A’e/e sgndrone,
TRAd16: 281581/, 198D,
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FHHER Quadriceps Myopathy

L RS v 5 —

H % T & 'R EE
N & a [ & B
B o fE

(8 £

FICKBURHICERE SLTRERZWO0H D, BRZHICENTIL L0555, SHEE
fFFAE Quadriceps Myopathy @ 2 fEf (32F H. 27TFH) 2#E L. RALBRE LBELE
BEOMEERS I,

(5 &) _ . ‘

Quadriceps Myopathy 2 {EFIDER @ MEFILI/NBHTRIE L. KBRS O E RS
. BAET. BHREZYD. mAPEERHICEEEAEZZ) . MECPK. T F 5 —E
REEZTR LI, BREBZORECTRIHERNRE L LTFTRETR. BEERREED . X
ERPUSAAR T, 2 fEHI& & &1k B ICSHA%EIC fibrillation potential #positive sharp wave ASHE
T B5EAHH V. long duration polyphasic potential &iB¥7z, high amplitude NMU
BOHONE -1, BEHHELBEEREETH 7o BERFTRTIR. LB 8. ABPYEE
BTHREZE(ZR L. REMREERLC, SRRERT DFLTH 7. ABMNIEAFTR
74 7LD type grouping Rangular B, ﬁ%%ﬁfs’ﬁ@?ﬁ%?‘.{{b BENI DD - 120
KB TH 5 polymyositis 14|, limb—girdle i Yx +ru7 4 —E28) Kugelberg —Welander
2 B, B R E RN BREIE 2 FlICER S REETORILRE Lo

(E% - #8)

Quadriceps Myopathy & L THEIN TV REFITIR, KEFAOML SEREFEFIRT LD
TOTH b, FEOEFIZWITIIFML L THREOHBERENRE E ZBHRULOHTOERR
EMBBIDOLEbh,

FETRBEERCETEHE L. #EREZ(LRZRNE(LTH S EEL SN T,
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Kugelberg—Welander j& & Werdnig—Hoffmann 5§ ®
BHELL1RR

EShV T S
@l & B R EE
H ¥ T & B 5 OHIM
EfTa% Hwbt
R ¥ CS ® OB T

% Kugelberg —Welander % (KW) '\5Werdnig—Ho£ﬁnannféi? (WH) OREPREEF
DREICDOVT, BLHERSNTVEH, HESRE—FRRICKWEWHEED 1 KRz
BRLI-OTHET 5, . :

ERL L 19FB KW HBEN. AYRBERELL, 4FRLOAETHOBMETHER. &
RiETTEE. 137 K O LBEOX LR, 155 PERO R (RERR) MEH & < IR
ERBHEREBNETH 0o fasciculation 2B 3, BREHET. BREER. BEOEEH L.
M7EC P K{# 92 ~ 114 BifT (EF12~T5841) | BHER : iR L. BER © group
fiber atrophy. fiber type grouping.

EF2 11578, WH Efllovec REER. FERBICREL L, £R4MVATHTER
BAET. BENOBREL. 8F»SRFTEILELONGHR.RERR) FH. REOLER.
£ 5513 hypotonic FHgx b hicE L TDH. BAMILEIE, CP KIE27T~648101, FHER : M
2L,

fEFI3 (R T4, WH fES 2 offi. Bedi, FIERBICRER, £BRSVATOL
T O BEOEEE, EO®RHIMETHSHE L. ARk, 4 FEBAARE. BAM4EE, CP KiEI2E
fir, FGEIE  WEEIHELEL, BitEHR  group fiber atrophy. FHHET~CTIME.
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Rigid spinefEfEEE & B 5 3 fEH]

RN

& i = X Foulo#& A
w oK B T K R EART
t H BEAT NI InRF
R B B T

Dubowity V (3. FHERIEHIPRZEREE T 2 HEHIETTOE Y I 4 /¥F — % rigid spine fiE
BELIGZLEE L. HOYFORER . WIFnbBEHT, MECPKRFEELAEL. &
ERTREABHEISBROEEROEMEMH, > TH SN,

BA REHEDHRICRE SN BERED 5. AERBEBEDOND EALERLIOT, B
WEFOXMRIIBE LILICHET 5,

fEF1 6% BT
TR BIUR PO T 4 —FEOHE
KK | MRAEBIESC. Faed & &L L,

P~ RAAER  BidT NET LT L,
BRE . 1R3NVATHSAEEL L2 TORMEFHREICHENL Lo Wb EHKIHVT &K
SN, 2RIMARICH VR o7 4 —ELBHINTV S, IRALD VY EHBEEFLLD,
ERAEHRIC S i, AR ERERTHL Lids, GHRETERAGE L LAnNSE
NIREOD, BOEFHTEENE > 7. BHREROTHERTL
BiE (EE1) [ BRIExKT. BRAK
155 %0 MG (BE 1063 (— 125D) 78 1
fEF 1 HSE AT

AE 140kg (— 2.3 SD) JT2HEDY+ wmrmtac3
MELL. BRNEHERLIER L A B g
Vo BAIS +~4 + T, BlHELo ECTNOHE

) HRBHD. F
BETHELNT, BRHBEIEFLTOS HEEEDL
£HICRZ B0, BINMETRBDONT  AELELL,
Mot REEEK. fasciculation .
myotonia (3EBH 5NT . BREIEZ TN
THKRL TV, FRERIEEDORBZTR
L. BHESEORIEFIR. hEEDH
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JBHIRZEE Lz F 7 ERFEIOHEFIRI A S5hic. Gowers’ sign 3d 0. EEMSITTH S
B, REBEDHITRAMETH 5. MMEEZEEIRD SN,

HRARRAE | MEC P K3 280mu/e (IE#5~60) . GOT 44 Ku (8 —40) . LDH 2358U
(150 ~350) 7w F 37—+ 114mu (0.5 ~3. 1) EVFhbEEERLI, BXETE, &
HEFOME A SN - 2. HERXTIX. short duration. polyphasic NMU%&& 7, &
HMEEEEERA EPMETE34m /B, AERBEWETS24m /B & EH/ > 7o KRBPYSE
HDOBHERTIE. HRHEROX/NAE. BCh L EE T 28055 S 7245, necrosis %
phagocytosis Z#Z L TV 2EHE - 7o BENOHKEBOBMIBLLIC L HBERD SN
7o (BE2) o ATPase ¢t (5H 3) T3, Type I BHDOFEEERIZ Type TEHEITH L

(BE2)
fEF) 1 DK BEIUSAE
B, HRMERD
KNREDZED Sh
505, ERBHEIRS
Y (RARN
Endomisium &
SRBERMLT
WBEALS B Bo
Masson- Trichrome
gefs, 100 f5

(EE 3)
REF 1 DK BBPYEER,
B, pH4.3 DA
T Pase 2T, &
FLTWBHHType
1 BHETH 5,
200 f&,
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16B/INRIE 720 Type 1 HHEIRSKDATE. Type 1EHIISIHEHBEIEETH -7 (K1)
Case 1.  6yrs.

Muede ,{Leujip- I 1

Mean diamdin(u)287 304
Stondand dovialin 71 99
szditn,of {«M 47 53

o—o Type 1 %

0—0 Type 2,«@13%,

0 & 1o /3'.202‘5'3.035'5‘09&'5;0 P
M1 :EF1DOER IS A, Type | GHOTHERIZ
Type I #4E L D 16B/NMETH - 120

I Qi3 105, RKICORENSH SN T, FRICRERIN TV ZLERICSRBIKIIED Shidh
o1 REIREREN L.

EH2 118 BT
EiF L HITRE

KIEFE { FicTN& &AL,

RRtEBi~R4H g ~& T &l L, A

BRI 1ROLATHSAREL S0, 2RICH B TORERIER >/ 2RBETHOE
UHV LGN, 3EEL SHEBHEDIC > 1D, Gowers’ sign #ib5NB &SIk
=7 4RO, BMAIEFIRICSIhhice ARUBOEGHRENIZIZEALETLL TV RV
OT, BEFHELETRARERENS, BHREEOTEEIRLL,

BiE (EE4. 5) /MA (& 1290cm (— 1.8SD) . #4&E 208k (— 24 SD) ) #{FAK
DHHFERT, UL YLD, HEBLOHBIMEEAT ST LIIHRL V. HEHOR
B3 Lo SSMATEME. WAL, BN & RMEO B & A EHROB L 3~ 4T, &
ALARICH UB BT 2530 » 1o RYEFBK. fasciculation . myotonia 322%» Shd. BKE
BIXTHEL TV . FHEBEOA®BARL. SEORIBHRE. PEEOMBEHIRESE L,
Gowers’ sign #ib 0. HRESTHL OIS, KEEEE, AERFRIDOHLEM -1,
BERHE MAECPKIZ 194mu/£. GOT 200ku,LDH239u, 7V F5—+80mu &.
CPKETWNIFF—¥DLEAMNL LN, BEXRTR. BHBOMARB OO -1, HEN
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(B 4) 502 OTHEE. 2BEDY et (SR5) EH 2 HSEHAIEEHA T 5RE
Boh. RMEICHENSSRORRMAEE T SRR ORI B S BhEER
>TW5, 5 5L EDRIE RV,

Tidlow amplitude . short duration NMUZ%Z@E 7, EEHEZTHER T AR EHETS14
m/ . EREEEHET6.3m/M LIEE -7, KEBPUSEHO AR TR, HEOX/NEE
LOMZRR#E D ¥ N endomysium ° perimysium DGk E MBI EMNA A o7 ML
6 Tldringed fiber. nemaline rod 7S E& SN -7 AT Pase L6 TidType I4RHER
DEYEZIType TEHE L D2%/MET, F7:Type 1BHEIIEAEDITHAE LD, Type 14#
HEDBE D predominance 28BStz (K2) o [ QiF99, RERELEA LN,

401 Case 2. Il yrs.
Musdlo fberlype T 1
Mean, deamedn () 280 341

éjo Stindond dowobom 9.3 118
T ) Peranipeof fers 5T 43
% o—o Type | M%
2 /ot o0 Ty 2 fher
«
O & 10 1& 20 25 30 35 40 4 o L+ £o 1y

Fiber diametin ()

K2 ::fEF20R TS5 L, Type IBHEDFEHBERIT
Type 2#RHELD2%/IMRT. F7Type 1#HD
LHBEDEVRLEDSTH T, BEDfiber type
predominance %D 7,
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EH3 68 BT
FF  BITEE LHORE
KR : Fice~& T L Lo i
BAtERE~ LN © RS 5 6. IEOERIESS Shis,
BB . 10 A THSAREL S ohs, 2 RIT BRTIC. KRB TIRGphi. 3805
BEMATBHIRHSHER L. UBRMS & & SICHERREHSER LS. BEIEIMbY ., BRIL
BELBLOIIE-T, SMDEFIC, THUARBERKAEZI T3,
BiE (BEE6) /MR (B&K104.6cm (— 1.6 SD) . A& 150ke (— 1.8SD) )75, @K
DHEFR. BZER 2HUDO Y BEFHT, MPARBHOER/E—BEL LS LIS, —FL
NMOBERERAT S LBE LI LV, BRBLUADBRGL2TICHNET (3~4) 2253
5. MBI DIE T A% Shi,

(BE 6.) iEF 3 o hfilim. BE%E EEEicKRE
FATICIE A S THPEREIE. MM
AR, BRBAET ICiEEERRDH . B
ERMSETNT V2E2ES5TW3B,
BT DEBICLEALMb B,

. fEffE. F. B BRBEAFDIEICE, BAFIHIREEY S,

FHEIAE U afaiRsZH T, BHOFNBREEMLD —10° PLEEARE. BROMESLE
15°, A5° DlEREREH -1,

R¥AEK. fasciculation . myotonia 34 50T, 7+ L R BKEHZHGE. FOMOBKE
HELTWVI,

Gowers’ sign BtET, VA TREAMBEHHE . HITICBEL TR, BEHEIKALNDL S5 11H
BIREAITNS v RELE ST,

RAEEECHNREREOSH RS -1,
RREARE & M5 C PKi366mu/L (E®20L4F) « GOT1290K.U., GPT580K.U., L
DH4900u LngFns LR LT/ HEBERITRFSHURELZIEMTEINL - 12, HEH

— 332 —



ZiLhgEbh iz, BSHHSEIEER. EREMETL.1In/H. ERBEMET624m/B &
WFNRHEH TH - 7o KEBNFHOHERTRHBOANRRENS D & IR,
phagocytosis . necrosis . ringed fiber.whorl fiber % EZEHMMBRENSRD SNt THADHK
Tixdb BH5. small angulated fiber HSEEEL T 72, splitting fiber BBV T &, SEDEX
BH#ELBHONIEVAEMN S, FFESDDuchenne BH VX a7 4 —EOFRERRNLE > T,
BRI RETE ¢ . RO XBICORERS SREb T, [ QI 110, R & LARICRA
1< . BRIEEICHBTRIZRY SN 1,

(B %)

Rigid spine FEMREEE WD MEN, BAICBERAINADIZ 1973 £V EBDNEH, ZDH®D
EREEHEERED 5 VIR ThE2EONTHE P ~8 SNIEFOBIIZISAILLEICET %,
05 HEMOR > T 5 1HER & ARAIOETELEESG L RERMEE 1IOR Uiz UBIOHE
it 8 : 3DV AVWTREIS,M -7, L L Dubowitz ® bR ZER L. Dumn ® i}
Van Dyke X LG % 4 PIRE LTS LBNTHY, fEHHH LRIV INTL, FIFAE
PRIV TOLES S - 1 EME10FIhD 6 FIDORIEIL 4 KT TT. BEMEST. BTLAREL

U ITBRBRICEA DN bOMB > 1, 3HI3 TR 8 DB ICrigid spine THIEL. &
DO 1 FIRIRDEIRRHIT EHWH BB P LV EOSERTREL TS0 CHIDFE

BRBORME IR, AGHRIITHTREED 30 ILESHREEN L LTRATAHLE., FEMIKELL
<Crigid spine THREJTIERICHMAEEEbN S,

Rigid spine KL ESIR. VELOIGERT TE—ELTWEL-7oh, 6258
BOBICEMAINIBHE L. HRADL S K 3ED 2V iIRABTRAPOIFRDI P - T,

HFHABI. BRE8HlicH Shi, BFiARIEZ 6 FlicHEINTE Y, b‘fﬂ%ﬂ‘fﬁﬁfﬁmfﬁ]
WEH TS, 2HITIREHEIEVEHRE SO TV, HRATIE. 3 FlLTic 2R

Bichs. HEGOHARIZRETH > 1o

7% C P K3 HBAIZED 12MIA SN T 205, NFAITHE» SBE LR LTV, Dunn®
DL IFER 1 ORBRICEBRERIE > 72, CPKREBELF LTV, T IOEFIOR
HDHERD, EF2 &L TRESINTWVS, Van Dyke DHETH. FEARIESH - 1,

HERFRICYXBHOA SN BEF TR, W bmyopathic pattern EFUESHTH
%53, Dunn® O#EHI T fibrillation potential Z&#FL T REEAEEI. 4BT
1IE%. 1#ITmotor —sensory polyneuropathy » VD LU SHTW3,

BEMDOAHICOVTREBOS SN 8HIT, LS IHL. £ SEFICHRE. K
LR & 2FITREE. Mgt F.RM I3 < AT éﬁéogﬁfi’ﬁ&ﬂﬁlﬁﬁﬁ%%c‘: PUBEAL . B

éiﬁ%wbb&?5%@#%1%09ﬁ&8nfw50

BAHETHAICOVT, HBESNTHWEDR6FITHSH. WIh ()ﬁ'ﬁ%?ﬁﬁ‘cﬁ;ﬁit—'ﬁ?‘%ﬂﬁ
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M5 0. BT LERH LB BHICES . BB & REARBORHMETH LY
BORILBHBENVR S, CORRABERATE—HL TV,

RRDETHIL OV TRBREVZZ DT, Dunn® O 1 FITOFOE A ZREHEHTH LD
K->t EHE T AL BITLTVS,

HERFH 5O REIREICIRINE TN O — R AT B2 B RO X/NRE L EHE Mo
BMD2-oER0TEEDHEE. KMMREREHOD 3 IFl2TIRAD LN TS, MHERRE
mi 6 flicsaSh. 2HDHEMPBENERESN TS, MBIEFENTRETHAALLT, 8
#Fith 3 FlicType I#A#®D atrophy & 5 W 2 hypoplasia 23AH S, T 8Hid 2 FiC Type I
84D predominance D SN, D 2FIFVFI b atrophy 2&6F LT/ Dunn® D
& Ui 3AliCiRE MM EL N TV VA, —flid myopathic change . —HIRFE IR a7 1 —
fiE. —#i2 neuromyopathy &I T3, ULk, BEHOMBRLZ LD D L.
Dubowitz V' 2 ODEFlicH SN 5 K574, HEOHEERS 5V ENRORVERERL. B
BHEROA/NRREHSZEA T, necrosis Pphagocytosis 5 WV iZMIAR L& 545, HRILFE
RETHELSELEDDE VR, KNRRPEEDOEMASH > TOEETHALFIRRTHR
HABILOEE, Type 44D atrophy Zhypoplasia & predominance % &0F9 5 8. MEKRE
LHEEOTFRAEFRKIC b OBO 4 BICARS NIz, $REMIRPITH S, Dunn ¥ itk
5 &, Van Dyke SO Tidsmall group atrophy&type I #R#£D predominance #3% % &
LohTHY., =a—oF—L LTOHBESTFRIN S, HROER 1 LEM 23, mHS
OO THEULFRA2 L. HBF0ITidSeay 5 . Goebel 5V | BA LY OHUEGICHEV D
EBbh b, EF 3 OB, A2 H LR D dystrophic WEMBERTH-Fd, /40
NF—ELTOEAHBMFKLTNE L EBBEETEL P70
- ZOMDEREE LT, Goto 57 OERITR. LEBERTHEREA %, Dunn ¥ O—FITRZELD
FEKSEE b, Dunn OHBRFITIE. LHBREESA LN TV S,

HERTIRLFESIKEL., EHFETH 7245, Dunn? O 2EMATHRE UARSHESHLTY
%o

FIEBB OB b #M15 rigid spine DFHIC DT, Dubowitz ©® BHIMET 2L DLV
FHMBEFHOEMS 5 VIRAMICL 5 LHEL TV S, COMRORBICOVTIE, FIHOMR
IR M Dubowitz BELAICBLINTE ST, BIAERZ LW,

DI EBEREFIOEERB S S CICREBRRERE Lo, B5 3EFARNMEEIInESS S e,
L FEREHRAS IR S N E 1S AERC &L BOATER KL TOE, Lb
UfER 3 DAL TOBRVEABDRER. BRO 2HABITCHREY 2V D o TEFIOFAD
RIFREIRL L RIE->THY. rigid spine EW S entity KRANTIO DML/ 5,
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(£ & )

Rigid spine SEEREEbNS 3 EFDEREEREFEAEE Lizo £ LBEEAOTRY
REDL bs, BRNICRSITHESSVREYFEOBNTYHLRMICKET 52EL . rigid
spine ZMFRIERE L CEEMICRIET 2 BHS S, BHMNBHSLAICED SN, BEHEH
TRW@EICHBES . REFRE LTI, 1 AR SMECP KO LRNS bhice HEN
EHEEYEEORR TR I 4 10F — ERTERABES > 123, =2 —0NF—LOBHETRS
Blbd -7z BERTIR. FERMI 457 —2RTEY Type | BHICHENEE(LATT
B, $ANF—L=a-0nNF-QRAFRERTE. =a—a~F—2RTHE—KLAH-
1o '

PEOHES S, RERBHD, B—DKRE entity TRAVE S KEbh 3, BHHROEH 3
TR BORBRELS SN, THONBEHRIE OO TS B4, FEREE LTLO bDOHE
RIss b 1etz,

(& % X&)

(1) Dubowitz, V. :Rigid Spine Syndrome :a muscle syndrome in search of a name .
Proc. roy. Soc. Med., 66 : 219 ~ 220, 1973,

(2) Dubowitz, V. and Brooke, M. H. : Muscle Biopsy : a Modern app roach. London
and Philadelphia : W, B. Saunders, 1973.

(3) Dunn, H. G :The rigid spine syndrome (Dubowitz ). Can J Neurol Sci 3 : 155,
1976.

(4) Goebel , H. H., Lenard, H. G., gorke, W.,e.t al : Fiper disproportion in the rigid
spine syndrome . Neuropadiatrie, 8 : 467 ~ 476, 1977. '

(5) Seay.,A.R., Ziter, F. A., Petajan, J H. : Rigid spine syndrome . a type 1 fiber
myopathy . arch . Neurol ., 34 : 119 — 122, 1977.

(6) Dubowitz, V. : Muscle disordersin childhood. London , Philadelphia and Toronto
: W. B. Saunders, 1978.

(7) Goto, I., Nagasaka,S., Nagara, H. et al :Rigid spine syndrome . J. Neurol .
Neurosurg . Pschiatry, 42 : 276 ~ 279, 1979.

8) BAMK. ILRNAXT. BERE b BHEHHMR. Type | HRUBHDLELETS

HTREIZNAF—, YR b0 7 4 —EOKRKICEAT FERMTFR. BH (SIFH) . B4

FEHRBES. 91 ~94., 1980.
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R BB R

iR bu7 4 —fEIREBT 5 EEKEOEILEHTIE

B & BT IR LSRR
= 7 &

RRASLAFEF R IIBILFE T FRT
WoE OE % ol i
i L R E OB OE &

FIEBis. PMDRE-YZRDFI /0 V—aitBda3xvy v yAkBLBIUT7TI/ ) v
B X F MLRISOERASER < 9 RICHATERICHOEEEA LD, CORRAE LTHOSE
R%Eﬁmxéufvv%vmﬁmm;6éotﬁﬁbtoikﬁbu‘PMD%ﬁqumx
VT, BEHOAESFTRRICBVTERRT » F U3 ) Y OAFEOMEBAKRIE < 7 21T
HWAEALT 3 2 & A BH Uiz,

4B, B4 IZPMDRE~YROFI /oy —4aitd{IhbF 27 0—LP— 450053 F&
DEALDOTRAEMA 2o REBLURRE<-Y ROF I 70/ — L% z2, ¥ 911 TH
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Btk BAZ XMV AAT L 2EBELILBEIOZ 57 4 —THF LI 41Tnm i€
BINETT 6 2D E— 7D, WSHDT Y RCHNThH. 33~36FRF F70—-4b5 THo
foo REF b7 0 —LP—450DBINERT 42D -7 (1~4) DHL, ©—72 ik, KH
ﬁv?z@%ém~w%fﬁémmﬁbf\%E?ﬁzfﬁ6—73mﬁ§?évawy—¢ﬁ
STE—Z7ELLTRAEDBEEDHRIE DT HI I 0a YV —LDETEELDKEILERED
ZE L OBBEEMAPTH 5,

HYRbe 7 4 —ERBIZEHT I/ BREOTIE

ENLREFTIRILRBE
= 7 &
RERAFIRER
& B KR %
1T & PN

bei N\
TR
W @

(8 :0)]

Akl RABH YR b o7 4 —FEORERREEHT { / BREOMERLMZ BT, BHY
AbB74—2YRCBGEARHT $ / BRETCA/HS 9 VR, 599 Y OEAREER
(YRFA4VANVT 4 VEBRBEER) BHEICOVTREZMA Tz, ZORKE. HivR b7 4 —
<Y RABLUREMICETE59) YEROBDES EDT,

YY) YOBBASEIZ., TOLARBE VD3 L. SEANREEE? . T5ObAKANR
iAd, turnover rate WER X ->THHEIEH TS, £ THME. FL4l, #v ) vOHEME
BIY,. BivRAte74—=9RREBFE9 YY) YOMBHRIRDAZRZOWTHRET L.

(% &)

BT, C57TBL/ 6 J —dy/dy BEMB VX bn 7 4 —= o RBSURHBEE LTddYi#
o2 EH0I, 491 ¥ 300m/ke ZHEPENICES L, 0. 1. 3ERIKICER. AN
9 YREREL. 49 YOERR. #iEHE Lickic, BRSERKI o= 57T 3
/BT Y RF LRV, pH 325 0%+ )V Tl T~ 1
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€73 8)

K1liz, 300m/ ke ¥ o) vAFMBOAKANS v Y YVEOEHE(LER LI MFIKDOWT
3. OBEIEBVTHE YR bo 74 —<92059 1) YERORDHZEONIN, 79 YA
BORELE(E, ddY=92DFN EELUL T,

K1 : &HB~DH DY) YOHDIAAL

E 10} & 15' . 10¢
— )
Loy - “\‘\~l o .
3 LT e o / g
'g, Q----__é,—’ 107 o "6\.~ QF"_'
o 5 : \\‘\6 st
3 os} .
E Hind leg muscle Serum : Brain
o1 2 3 %6 1 7z 3 95 T 23
Time(hr)
i
10 / 20 : '6.\ |
¢ PO -0 AN Serum: pmole/ml
b é g-\‘/‘? e—e Control(ddY)
Sf 10} - ©---0 Dystrophy
Fore leg muscle Liver
"0

0 1 2 3 O0O§5 4 2 3

BB BOTH, MBEDIBALRER s 9 ) YEOEFHSA LD ONIH, §9) YARE
3BHETOH YR a7 —= 9205 YY) YEEMBEEEL TV, —FH. BEHTR. B
JZ2PRT 4 —TIRDS Y VR0 EME TIY v ¥ RICHNTHD LT, 3REE
IEBVTH oY VROBIASED S,

MBIUFS v Y YRIZODOVTR, OHBDOBELRIEY. ddY <Y REHIR T 4 —
2R LD ORHEIEIRBIR YY) VEDERAEDONEPoTe LML, YR PO T 4 —
<o RS9 Y VRIE. 59 Y YRME D BETENL. ZORMME 3 ERTHE LR,
€7 £)

BABSE. HYR ba7 -9 2EAOERAD S 9 ) YOERDASICONTRE L1z,
HBICBT 559 YOHBERIED 2 VIIRBRICOOTRELHEETEVE D S48, —RIC,
L. BB E S turnover BB P ZOARZOEAL EOHTLLBVEEN, YV —F, IF
HZORJRDOERESE < P | turnover b EZbN TV 32, FHHE, FiEHE LIk, &L
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B, 99 ) YVORBBETHEIVRATAVANT 4 YEBRREBEEEEIIOH., SRHTRIES
hignw tEHEDTI, .
SE PR a7 4 - AEEHICBLTIAY YR ERELEY, 99 Y YORDIASH
BEBONI, BUR 0T 479 REBHNS 9 ) Y ROBERLETEEADE. COET
THETHIHDICAR Y v Y YORBHARDABBREINTHILDEEI OIS, HiVR
ba7 4 —=9RFIEBIRETS V) YARKIKHETOY v ) YEMNORHEOX. %Kik
BOBELERK. 49 YROBT2HHET5-0EEbNS,

B EER. FFCB0THY YY) YOMDABRESS LB SN, EOBET. HYZ b
074 —2YRFREBGBEYRTA YANT 4 YVBBKEERERESET LTH3iCbbhbS
T, YY) YRIEERAED LN ho T ZO—RELTEEDY YY) YOFHEDAAD
REHNEZ 5N 5,

BIR b7 4 -2 RCBVT, B FOLEARR. EARNBEREZADII 9 ) YRED
REDBHBED LN, COREBHIRA o7 4 —IEDRERIUCHEEBE L TV B 0EDIC
DOWTRREDELARHTH S, O EIAL TR, 5. V) YREEATLHIIRE(LS
. ZOBRICE S DFEBLET 5 0EPIKODVTORFBHLETH S EBbh b,

(x i)

1) Awapara, J. :In Taurine, ed. by Huxtable, R. and Barbeau, A., Raven Press ,
New York, pp 1— 19 (1976) |

2) Donald, G. S. and Donald, L.S. : J. Nutr., 104, 179 — 186 (1974)

3) BGHE. REgeR. (L EE. SEHEEKE, SW7 I8 1. 145 — 152 (1978)
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BEVA L7 40—=9 M) Bl HREEER
534 (4ic Protease Inhibitor ® %h R i > T)

B LR PR R B AR I R
M Lk B R i 4
2 E N

FEEAERFTAR
tr H R R H oM A

(12 C & 1K)

HEH IR b7 4 —EDOKKHEE LT, Ca acﬁvating neutral protease (CANP) D5
BEHSHTETV S, THOEH IR b o7 4 —FILBOTIE. 2OHBBBOBIEREDA.
RIS & O MBI ~SIEDCa MAD CLT EICED IR (CANP) AERILS . 5
HOBIREREEART 5. TORBRE LTHOBRERE 15T EVSIEASTHB, T
DEAFCEHE. HYR a7 4 —EOBIICT 05T — CREADSHRGTES S LAES
N, BROARTFUEEBESTEEADT DT T — EEEFDdystrophy model ~DJEHIE
BhEBIHLIATETHS,

G

7077 —{HEATHERARTFYOIR b 0T 4~ 29 b Y BEGHENO HRGIE
Bk SHBERNT 30 (Fig1)

5 &)

&}, Moscona YD
BRI ->THL -1 B

MR o %

® vabeorr4—5%> (line 413) | FAHBF + =
(line 412) O 11~13AKOEHRG L VB RERE

KMFNER. Figl ong v SEE. MY,

@ CMF #%m4. 38 C,10 #0] incubate o
ROKIEEHE & L Hiffifaz @® CMF B 025%Trypsin M4, 37°C \ 254
SEE. @Y, 0.25%Trypsin incubate o

I TRl 88, Trypsin % ® TrypsinBR X% CMF T 3@ #%. Culture mediumT 1 [H

BE#RE L1212 108 cells/nt Rko
® CulturemediumZ Mm% €~} (O&075mm) T disperseo

@ﬁﬁ‘fﬁOmf’%@Collagen @ 10%cellsfml OME T, 60mm £ dish (Collgen Coated )
coated dish ZHWTEEL ZRAWTHEE (5%C02-air F) '
f:o Fig. 1)
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H##I3. Embryo Extract . K&, MEMRKRUHAFZIEA L. Bicarbonate i TpH 7.2
~7.3kHEM L. (Fig. 2) ‘

(Fig2) Culture medium 100 ml @ #i AL

Enmbyo Extract ----------------- 5 ml
Horse Serum ( GIBQO ) --------- 15 ml
Minimun Essential Medium
( MEM : Earle’s base ) ----- 80 ml
PCG&USM %ﬁﬁ ------------- ' 1 mi
Bicarbonate --------=----os--e- W& (pH 7.2-7.3)

Xe 0ARTFyRAFRMELIORBEINIODERH O, oA X7 F L iFBETROM HEL
o TROLOARTF VZERITICHER. 500 19/ mbiTIE 5 &5 FBL, NAREHBEREBNT
10f5F L. 500 g/ me, 50 #g/mb, 5 pg/mb DEER LTHEA LIz, 55 LibDmm < FHsIL
FIS B 2 BIC | FOBITRE Lz |
LORRIEAHETT BRI Lok, 0.05% Trypsin i&’&ﬁﬁb‘; 5 —10%Yincubate T3 Z &iT
0. Y- VERLDERFHFMIEE CRE U 3 <BEL ZBRME% homogenize L 7<%,
S DS — polyacrylamide Gel BSRkE)E P P 9 Kk 58k L, BAMICIIFig 3D
[R¥BHAD homogenate i Tris —HCI Buffer . EDTA. SDS. DTT#4MA. 100C 15[

m#h, ZD%. Pyronin—Y 7'V &) YiEMA %o tk#hid. LB 4.5% Acrylamide Gel .
TB7.5% Acrylamide Gel

D28 Gel_’gr_fﬁ b-\'cﬁf&,) 120 SDS XYTIYAT I VI AGAREE
. o . a) R s
iz, 0.25 % Coomassie THMBERKdishDucl ) FabipBzdsl
A SOmM NaCl+ SmM .Na phosphate Buffer (pH70)
c1qe < - . h .
brilliant blue K TFTL. ERRT, homogenate
Tris HC1 Buffer, EDTA. SDS. DTT & A, kMM T
fRfat% Densitometer - 1% 5DS
10mM Tris HCI
=ps . ImM EDTA
‘C'Cﬂﬂll‘ (Flg 3o : 10mM DTT
LR BEBAT,

100°C, 1 S,
(Fig 3)

img/ml Pyronin Y 7Y €Y & %Z 1/10 WML 5,

b x 4]

1$SDS. 2mM EDTA, 25mM Tris acetate Buffer (pH 74)

Ll 45% Acrylamide Gel
Tix 75% Acrylamide Gel
) & e
025%Coomassie brilliant blue. (Coomassie
briltiant blue 125g,50%8 methanol 454ml,
aceticacid 46ml)ilT, 2~ 106FEiGRtE,
d & e
KEea (aceticacid 75ml, methanci 50ml,
H20 875ml)

¢} Densitometer iXT. at#ijo
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13 BEEEBHIFMALD electrophoretogram %34 g 2iH7ch. BADHRZIL T, B LK
IEHE=7 b ) OBEEH LD Myosin . Actin XU Tropomyosin % L. 415D electroph—
oretogram & HE& LT, BHEHEERERADIEE %A 7. Myosin . Actin & Tropomyosin @D
it A d. &% Kielley § .Braddle ® . Spudish § Watt ® RUVIED O HkaEH 1,

(¥ £)

VZbrBe74-=7 M) ORERGRERREY

Myosin , Actin , Tropomyosin o

SNS  BRKk#HK
Myo : Mycsin
Act : Actin
T M : Tropomyosin
Mix : =&HORS

H C : Heavy Chain
L C : Light Chain

£ED 4 KD electrophoretogram 3FE LIIEE =7 b ) X Ol L7z Myosin . Actin .
Tropomyosin KU 6 3EFELXRE LIcbD%EIRT LUHD electrophoretogram (3 EEEFH R
HIKAD D TH 5. T D electrophoretogram (I 4 D Band KNS NTHD, 4.5%
Acrylamide Gel D #3431C Myosin Dheavy chain 45, 7.5 % Acrylamide Gel M&B43iC Actin
D Band R 5415, LA L Tropomyosin (KAH2Yd 28875 Band ZRONEH - 1,
Densitometer 2T, YR bB7 4 —=7 b ) DEERHEMIAD electrophoretogram @
Myosin heavy chain &R Actin 3B % 5| L 724558 % Fig 5 108 BHFOA (aWIJ&Uf(bWIJ

(Fig 5)

(a) ®)

WO (96) “ ACt (%) AC’C/M)’O electrophoretogram&D*hﬁlléntéﬁeﬁ} KT B
| D( 0) 086 : 658 760 _ Myo)m’., Actm » ﬁ@ﬁﬁh .........................................
B N R R
) Al_?i( 5_9) 219 | 8.0 D Dystrophy c1c1<en ’& 8
b iz |
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{3 Densitometer ICTatHllX 17z electrophoretogram DL EH S EICH S 5 Myosin « Actin4}
EOMS (GI%) £7 L. HEOHICHIIE Myosin SBICHE 5 Actin HBEOHETH LT
bDTHB, (0) (5) (50) (500) IEBEKEDOARTF VEEEATT,

x ® ' ' :

LEEDERI SR, BHYA Mo T 4 —=7 F ) OERHIFEMIAND Myosin BRIZIEBRKD o 4
RT7F VBEOELITED, ZLL TV ARICRZA3P—EDOERINBR SISV, —F Actin B
B, 2 A X7FUyBENELLTS. LIV VEICEDN S, XERHPSB. YR bo7 g
—=7 ) OREEFEEROIEEEDN. Myosin 1304 R7Fvickd, ZOBHEIT 3
AIREHES TR SN B0, EBRERII NI v+ SR ON, BEGATRIABSERIBOOL TV,
N7VFDRONBELELFEAE L TEBRIOBEARSHSERRESN TS WE NS S
T &, dish JEiCcoating LTdH S Collagen HBALTOBA[EEENSH B EEBEZ LGNS,
INSOMBREMOBR L, BEERMGEDTH 5,

(x & &)

YR bwa74—=7 ) OEEHFEMED I 4 v v RITK L’é‘ a4 R7F ‘/liﬁ?%%’—?‘rﬁi%

AJREHAH 5D, S IR EMA B LEND 3,
(X ")
1. Moscona A : Cell suspensions from organ rudiments of

chick embryos, Exp Cell Res, 3:535,1952.
2. Fairbanks G, Steck TL § Wallach DFH : Electrophoretic

analysis of the major polypeptides ot the human_ erythrocyte

membrane, Biochem , 10: . ,1971.

3. Weber K & Osborn M : The reliability of molecular weight
determinations by dodecyl sulfaterpolyacrylamide gel

electrophoresis, J Biol Chem , 244 : 4406-4412,1969.

4. Nakamura T , Yanagisawa T § Yamaguchi M ; Studies on the
subunits of myosin from muscle layer of ascaris

lumbricoideus suwum , Biochem et Biophys Acta , 41Z: 229-
240 , 1975.
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5. Kiellev WW § Bradley LB : The relationship hetween
sulfahydryl. groups and the activation of myosin

adenosinetriphosphatase, J Biol Chem, 218: 653-659,1971.
6. Spudich JA § Watt S : The regulation of rabhit skeletal

muscle.cantraction , J Biol Chem , 246: 4866-4871 .1971.

7. Ebashi S § Ebashi F : A new protein component participating .
~in_the superprecipitasion of myosin B , J Biochem , 55 :

604-613; 1964...

SR bMa7 4 —HREEBEHICET AR

RERFRFHE=AR
OB OB = * H &
i 1Y L) #

o

(8 :9)]
FfaD . HFCHS5TINBERBE D LOBHFONTVEE, Zh5OMEDEE]
KOVWTRE LT ZERETHH VR o7 4 —OIGHEEZLS LTEETH 5,
AIERMABEREEZAVTYR b7 4 —FF VH, 3 ¥ b - FFV/HORLDHETEE
EBELOURRERBEESBIRNVHAREMEEECEELETIRY 7 I YOS bspermidine %
BML. TOBBERE UL, AFULLEYR 07 4 —RBTICa Y ha—uF + vic
spermidine %in vivo THRSLZDOEEE 7Y v 77X M EHVTHELIZOTHE T 5,
5 & '
MERBEYR bo7 4 —F3vBL0a Y Fo—uF + VRO IBAROAKE & FHEH VI,
BBSMERIZ025% ) 7Y v REEB IV, — S VMEMBEP TRENS LB
ST, BEHBRAYVILHEFRARHEICE IO, EHEKRIZTNT20% fetal calf serum
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in Eagle’s MEMZR W/, X, B3I —Kvya—-F4 v LIcx54 FHF R EIC
collagen %/ 72 & DA 7z, spermidine #543 Kremzner 5% 9 2 G CHIE L i L BED
0.3#mol %fEEEL. ZOUETH S 0.152mol /ml, 3fEETH 5 0.9 £mol /m{ medium %
#ML7co Spermidine &5 M3kt & LT dissociated cell culture O &0 TH—/EEAZ
SN - DLUTOHEEEED SDTHE LI, $HbL,. FLEIVEFOAHRLE T Vb
O—WFFY, VR T4 —FFUVBHOTHIRBOCOEROBY N 2EEHICEET S LK
L0, HEMEEDEELD bLVHEMEORENLNVCEEZHEL T A0 THEEHAM
BRICREREE LCEXRELRH VTS,

Spermidine' @ in: vivo DS EIFULEIOHO YR bo 7 4 —FF V4P HoPica v ba—
WF F v 3PNC 0.3 #mol / ¢ DiEE spermidine % 5 HRFAEGHHZRSE L. 2 HE&E5HIE L%
DEMELEL OPA L. 7Y vy 772 MISOBULEBLTHEESH5H L bO AL
L. 10EIRE LCBOBHDOEIES - TERREBRE LI, MYRA b7 4 —FF v 2 ik
T3 Spermidine FHHFHDHH D IKAEBKIRIEKOBREEL B VERICT ) v 77 2 b EHEITL
1es

(% g) A

EELCHARBEEIEEETI  bo—, YZX b7 4 —0OFNDRHICE TS24

PDRicEE L 3 HEF TEKOBEMBEOERSL2EICALDOLNE (K1, 2)

K1 HBHBESEHEE LB --kavybo—vF+ U8, BE&3HH,
myotube DERkE A LD B, MHZETEME 100 £
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K2 BYRFFrHoOBESEEESHE. HEMROEOML 6D
ZLBBESN D, (AHESRME 100 £5

SZbOT 4 —BOHEMAIIK2 KRG LHICT Y b — i E B LEZROMOEDHE S
BEDOLND, BERBEABIN>12bDRK3D LS i3 ¥ b a— i Tldexplant D FAIC

K3 aviro—-iFF/BORERRE. BE4HH.
PIARZESAMEE 100 5
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BEHRICH O LSS MEAHAIE L RS N30 L. B YR T+ v HcREFHEA
TH D BHEMEOMHT BVERDS E D SNt % 1 HEMEOE SE bOHHES MR
cERICELSABONT (K4) - BEEEBEEBIN /B, YRbo7a4—, a3V bo—F v
WFRICBOTHERIUER 5 B 58 AOMICA SN ED 1 ~2 B, BETURIEN THE
sn3

R4 BYAT+UBOBEEELAE. AEALHEMROEIE
HBEDB,
spermidine DFEMEB /X -7 bDIIK 5 lCﬁ?éﬁéct SILYR b T 4 —FF /i 015
#mol /mf medium FHMZEBIL>IbDOBERMO VR bo 7 4 —fEHE LHEHEROR
&£, EfToRAIIcBVWTa vy bo—vFF U/ (K6) IKAEVWEESEE ofb‘f;o L&L, 03
umol/ml FMD YR bB 7 4 —FHTIRET D& I BEROFRAEE 8 HEH, spermidine &
M4 BED O THESN, £7/:0,9 umol /m HMLAGDOIIRB D LS iTZE LHER.
ErEMIcEmLT 2 LB SN,
In vivo @ spermidine #EEEOICRLAzLSICI Y ba=—NF+/3RYLE2ELLT )
v 7T A MEUDOHBRRN 0 LIZ-2TLBHBYR a7 4 —F2A~NN Y VEEH bELZEH
ThoRLR0BE L ETOHULDBUHRNSHIL TS B YA b8 7 4 —F+ V(dspermidine
®EL7)Vy 772 M2 BMEMKLEOR 2 BRKIETMZS /2o £DO%F T spermidine
BRESGBLU7 )y 77 PEEMBLIE Y. COFHELEL DLALZOBMET L
OV THB. 20 T6 BEDERXSOKRVDBICETS EH-T7 ) v 77 2 OB
EI#AMET L 2 BEOKLEPEMZ B VBBV LFT 2, spermidine £RE5LTVEVWYR b
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074 —FFVTHIDERADBAHLNZDIREICLZIFHOHEEGHS D EEZLSH 4 FAM
D#¥E%4E LU Tspermidine 52 b7 4 —FF+/iCBF37 ) v 77X MNEHROETIR
spermidine %5 L TRV ZEN LD FEETH -1,

Kb VAbe74=FF/HEEIOBEB, Lidispermidine FHHRMNT
Fidspermidine 0,15 #mol /ml FEANBALEHE 6 BEED D
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K6 2vbhbo—irF+/HEEI0OHE
ALFEZSAMES 100 £5

K7 vzxbro74—FFU/EEEBHE. EHE4HBELD
spermidine 0.3 #zmol/mf % medium FUCEHEM L7 EDTH 5,
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X8 fhyxF+ vEEEEIORH
spermidine 0.9 #mol /mlZsiM% 4 HBD & D
MIAHZSAMEE 100 £

positive
flip tep

19/1¢

Y1iq

A0 ¢

0 1920 22 24 26 28 30 32 34 36 38 40 4243 days

dystrphy chicken

---------- control chicken

b dystroghy chicken
spermidine (-)

X9 #EOHESALEMBARRLICOERT, 48605 5 5 BiEDHEk
spermidine 5% & 7> T2 HEKIEL TW3B,
MEHE7 Y v 77 2 P EIOEIB S -7 bOBHEIETH 5.
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(& )

Kremzner 53 POVR PO 7 4 —HBHOVRK IR PO T 4 —< 9 ADOFH Tspermidine A3 ‘
EMLTHW3ZE%2iEH LI ¥ —F spermidine %&Tspolyamine 5 DNA. RNAREE
BI5 LIRS L TV B 2 & bAISNT 3.2 4. B 557 - 1 KRR Cspermi
dineZFMU. ZOEEEEE L/ d 5 EBEOLEERDsspermidine @5 {2dystrophy
HOHRFICEELE5 A/ EMHEEINT, EHERITspermidine AHEMLFDOEES A B H,
%3 Bagdade 5 3 RIS 5 UIC R BIER E DO BEIRD FREZ MO TH L1 > T BoBagdade
S BB MR AIEEE LTE Y. REEFOBHIR CENFIT Bbb polyamine YR
WRHDO B Tspermidine ZFMY5&La Y bo—ERIGEWHEMARLTL 32 &2 HE
HRHEZoMILTEY, FECORBESEDMICKBRUHED = — 4 — 2 3B L T HLEH
HBEEXI. LL. (6, BIMFHRBHSNEXEMBELEZL S, T/, in vivo 5O
05 bspermidine EDEEHBEINT, T/ spermidine 542 BIH-/YXba 7
4 —F %y TEERGE. BRICRTLALON2HH Y. &5Hk, LHEOLES PR VR
HENER&EEEZ S,

(64 )

1) Kremzner, L.T. éf al. : Polyamine metabolism in normal,
denervated and dystrophic muscle. In : Advances in polyamine
research. ed. Campbell, R.A. et al. Raven Press, New York,
1978, pp.241-256.

2) David, E. et al. : Nuclear DNA synthesis and levels of
ornithine decarboxylase, putrestine, and polyamines in
the liver of the intact rat. In : Advances in polyamine
research Vol. 2, ed. Campbell, R.A. et al. Raven Press,

New York, 1978, pp. 1114121.

3) Bagdade, R. et al. : Effects of polyamines on human arterial
smooth muscle cells in tissue culture. In : Advances in
polyamine research. ed. Campbell, R.A. et al. Raven Press,
New York, 1978, pp. 345-349.
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7 v MroOBFMEKRERFICONT

AR ZEFE=
Bk R M
AR RFR AL
Mo — B b R OB %
OB % |

(8 &)

Gospodarowiczic & . ¥ YBHCHW T, Fibroblast Growth Factor &3R5 0. LRE R
D3 o=—EREEET ZREAERFOFESHESIN TV, 22T, bUbhBIEEHDA
RHoFIVRbOT 4 —%@ﬁﬂ:%z@c EHThH, BHTEETH D EEX SN I HIFEMEOIEM
s HMUEEDBEOBAKEERIE S » bﬂ‘niiJ: 8 A

B &)
SD 3 v MRS KBESHAAZMYI L. Dulbecco DMg . Catt RELEPBSHhTrY 7
Y VAR, 2o = —ERERET 315413 300 M /60m v + — L, BEERURAR
(Fusion Index ) HEDHAIX5 x104 M/ ¥+ — VEBEE L1z, 1L, Eagle DMEM
(BKEE) IKI0BFEMEDM. <7 b RT Py, EVEVER, L—% Y ¥, FY Y VEMA
TR Lo D11, 5 v FROBFHRRERTOBMARILETS 55 Brain
Extract (REIDELLH) OFER. XM 1) 10K -1 ROFEAECEIRE N5 EHES

. PI'F2nd ppt & LCicE T 3, PURIFICATION STEP
Brain homogenate in 0.15 M (NH4)2504
PH to 8.5
left for 1 i °
lﬁﬁﬁﬂﬂﬂ& eft for 120 min at 4°C .
E?@ﬁi‘!ﬂ& 23000 x g, 45 min
(ﬁﬁﬁj-é 7 b fractionat:;pwith (N}-l“)2 80, ( 35-73% sat. )
MroRHSHL 23000 x g, 20 min °
DI T EEERE
t
Lft'f)%) o dissolved in coli)g water

DE 52 column chromatograpr{y {10mM Tris-HCl,pH 7.4)
eluted with 0-0.5M NaCl

fraction at 0.4M NaCl

Sepharose 6B gel filteration (0.1M Tris-HCl,pH 8.5)
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# B to--MREEHE:

2R &Hic9 HGELE, F 444 L7 Standard Culture (2 A) TR I o=—FK ‘
REEAERLNILO, —F. Extract (KBE 10049/nt) HMF (2B) TR B30
- HRRESESEES N, $1. 2 COLS ICABED 2nd ppt FMHTH. &5ick
CHESE SN, 0= —EHEM (myotube ) 75 HESATVR (2D, E) o IS
M1 BRIC LREAEEN L TOABED I 0= —BRASELNECEDb, Vb — LADER
BT (BI%id Fibronection ) #M5LTV5EHEABS . 5 M3 0= —BRERET
BEFOREETRR LT3,

K2 #HEFMET o =—FEKRiCkiX9 Brain
Extract , 2nd ppt D&

FEREH) « HEALEHI LD REZNE ; 5 x10* MfABEERO MO ERFHZ(L (K3) 2R5
& Extract « 2nd ppt WMRTREMRICHE L EDHFAICBV T EZWEEZR LI, Ff
iC Fusion Index &AMERTEMEER LI (FRIEEH) o

In vitro KB BHMLDOIEERKZTH S/ VT F y+4—€2) iF. AT HETREME
ICH LT, Extract HRANZT3f%. 2nd ppt HMBTHHEOEY FRERLI. (FRL) o TH
— W VEBKKEIC L B4 VBERBITH O b, BINRICET 2HE (MM) BEROBORBRLSE
Bahi (BREEI,) . /)3y v+wx+)7—+3) KEALTH, ARCEELREHE M
M) 1 VEBRORBEVSR O (BREEK) -
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CELLS / DISH ( x 10°%)

DAYS AFTER PLATING

3 #farEsEic i34 Brain Extract .
2nd ppt DFEE

CK Activity

Additions mU/mg prot. mU/dish

None  ( 4)% 112.8 + 25.2° 17.7 + 8.2
Extract ( 5 )  342.5 + 83.9 62.5 + 25.7
2nd ppt ( 4 )  522.7 + 60.7 81.2 + 22.7

2 Numbers in parentheses, number of exp.
b Mean + S.E.

(1 JVv7FriF—¥Eorit

BHFAEBRERTF ORI ; K412 2nd ppt ODESRA A VBN S Lo aw b 757 4
— (0—0.5M NaCl BEGE) iKL5. BEOHEMH S — v ETd, RREOELAED.
5 ODBADE~ 75N, 5 x 10 MKEF% 5 0 HOMIME Fusion Index H 0.4 M
NaCl THHSNEE—2 VOESZHEML AR TROE . Ao 0= —JUaEEeEbRES
THFICEP > e £ T, TOESD Sepharose 6B IC&$#'1V6i@%ﬁﬂf:&C6(lZ]5)
B 0= —ERAEFTIVEONFRIE. PK. HKOBMME, S, 20~307 & T s,
mB. YYEE. 0C. 5B THEORETS - 1
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(€3 %)

BICHFES ZHRTFICMA T, 7 v MIFEPIC. Sephadex G— 200 5L 2iBick D, TR
A ERESNBH 7 0= —EURiGEREZE T AMEDIRR S NI SEME LI NRTFL. )
TEMIT/NRS 4) @ Muscle Trophic Factor (8 FL £ s A& ) P LTVB o
BRT LORFABRERAFTH 5. £72, YRFO VR b o7 4 — HEEMEADLBE R
$HTH 5B,
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( & ®»)

5o MEEDHMBLLMBEIRS v FHERRO I 0 = —ERAEREICEEL 7, WAMBEED
FERENSEDEEICMA T, 2V T F v+ —EEEELE LGS0 {LEN2L & FHIC{EE
Ihi, COYMBER. BRB—3F MO EERE S ICEREH,. DES24 4 Y RXfpra< 77
7 4 —Ti30.4M NaCl THA &N, Sepharose 6B KKK B5NVEHBD/Y — V1o 5FE20
~30/7 LHEE I N,

AR FRISSERR53E B AL L2 LB0E ) TRESNK, 5)

(X )

1. Gospodarowice , D., Weseman, J., Moran, J.
Nature » 256 . 216 — 219 (1975) . -

2. Shainberg » A., Yagil » G., Yaffe . D.
Develop . Biol ., 25, 1—29 (1971) .

3. MIL—ER , B E . H4L¥E, 51 (8) (B52E A FELFERARPES) 899 H
(1979) . :

4. Ozawa, E., Kohama, K. Muscle & Nerve, 1, 314 — 319 (1978)

5. fL—ER , EEEREE, b, 52 (8) (F53EBARLILELKEPERS) 9TH
(1980)
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%Vzbn74—f#7®m5K
¥J 5 Ca HAE#EEOHE

R AFERFE

& T #
BERFERFHE 2 BILFE

B H # & #® B & 1%
BRERFERFREESE

# H 2
ARRRFEOFEENAH

K H om O

(8 #9)
BOR o 7 a—F UTFHYREBT) KBVTHIRBERDS ~ /37 BOBERE DM
PF/MAkE (SR) ORBSZLOBRERT CEMMEENAEERAV TREShTV 3, 21
BB THBHIRMICEERD S C4 LS RO Ca” HERIICKE L TV 3 5h 5. ISE
DElLIc kB, TORMBMENEL SN, TORE LMBBES S KE & OB BESTES
N3, TCTHERETIRSRO Ca" HEMEEICER L. SRIGICEY 3 Ca BEBHIZPIhE
T 58%. Ca*, ME . —ATPase (E) OHEAEMEFVE LTHIZRF + ¥ OKEi% A
WT. AFEEOBREHOHICL. ZOREEELIBEEME Lic,

] #)

BYAF+ v BLOERHRT + Y REAESSEBELEZRAD= 2 — NV 7Y +—EOE
SHIBEAFEL. 7045 —AANTHB L. SREKBONHEFEYF 1 X LB ME
EYisov—-nfinztLTHi. (XHE1)

SRIZHFETZEDY YBLbRitk (EP) RS LTATPA#EEMI (r —32P) ATP
ABEELTR2 3.4 hiERLAERH T CRISETEO. MY 7 o VBROBMIC & b Kb
ZilkHico SROEHY VI BIESG LI 2PHOLEPRAE. T7588 2P S ATP AL
RREUSE Lize EPHROSHRE (4~ 200 msec) TOMER 70—V v L 5OERLL 2
TvF7o—%EEACE (XHR2) KISKD Ca MEREGTASMOTRE Lk, (CC# 3)
(# 8)

K1.TRSRick Ca MiXORIGERBE B, Db OBONIERICES VT &b
BIEFACR L. RIDKSICS RIEEET BMEEICEBEATP & 25F0 Ca 45 SRO
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+
ATEAL. Y v BILBEIKE P 5 LUADP AR SN 5, CORGICHBLTHELK Ca
B SR EBESH B, EPREDHKE &RISEY Pi ~ENRSN 5,

M2.BEEBLUHBYRF+VPS  (M1)
izl CATP Z 1B D EH R ' .
RESR EMA I _% Schematic Representation of Ca?* Translocation
EE (15@%) T“@EP}BEJZE%H‘TQ Of SR vesicle
i Ca MEEIC ik LCE P ASERK

Xh,. £% (O khExTHIYX (@ ATP\ Y

TIE PEROBKARIIH Y% LELL zaﬁ;_gfm

Wistrotots. O Ca’ ' MEERIEHE ;{fqrxnﬁs

H—H LTV, COBEPSHY R ADP ey, "SR Vesicle
TRHERTDOSRPEDHELERDS

W ZOEROETHEL LN B,
Cd et d 5 BRI ¢ I RZLOBOEATIBLE N

R3iCiH s TvF7 o—BEAAWT Ca &4 vFa~—b Lk CagEA (+ Ca) SRIT
ATPA#MA 8D E PHEROBMERERT, EH. BV A%ICE PERHERRO % OFKRE
B (t%) $520 msec &—H L. ZOWRRIGSBHETOREERE Lo fodl, EHRE (
100 ~ 200 msec ) TOMMKBIBE Y 0K BEES. K2 OfER» S ERLHERHES NI,

B4 3. L FROEREHT TS RAEGTAES Y+ax— kL CaT7Y—(-Ca™)
SRic (ATP+Ca ) #MATEP MR EEME Lico E&. B AFiCt% (240msec &—HL -
3.0 20 msec ICHENXTEL (BN,

COHER LY OBNES ROEAD CaT A IKET ABMTH 3BTRS N, FRHY
REFEHED LY RERNBALALVENSEDCE T+ 28 M ELVESTRS L.
B 2.& FIR DS 31578 5

Caz'-Depependency of nP-Incorporqlion
in Normal and Dystrophic Chicken
Breast SR Proteins

(®2)

Normal SSR 138 mgimi °
Dystrophk SSR 0 97mg/mi

KCE 01 M, MgCly Imm
ATP 10uM, NaN3 SmM
Tra-Maware 20 mM
0°C, pHESB

Reaction tme 15sec
Total volume 0Smt

[=]
(2]

(#) Dystrophic Chicken SSR E~P {nmoles/mg)

N

o
~

(o) Normal Chicken SSR E~P (nmolesing)
[=]
~N

2
[=
w
~
w

1014
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(& 3) (4.

E~P Formation of Normal and Dystrophic

h ~P Fe ti r i
Chicken SSR gh. k:fr‘rnsas;n of Normal and Dystrophic
. ic -~
- - ’ a g
g £ £ el ¢
i 204 g
g g T
1 1 5
::J nomol SSR  0.46mgimi § ; normal ss:sa %::mn: g
a o—t, + 20 msec Ssh o®@mam _§ b =40 msec :’CT.?:: M, ;"..3' =
§ o 36 S35 3 LY o vt S 2
2 Qs Tris-Moleote 20 mM 5 g Tris-Moleate 20 mM al
& 20°C, 6D E © 20°c, pr a8 §
E m: 14 JM g 2
2 £ 3 5
° O o z
0 100 20 0 100 200
Reaction Time (msec) Reaction Time (msec)
€ )

TTRRL RERBMEM E LIZRTY 4 FOROEHE & 0F &5 BB L1 S Rico
WTEDOCA REMIEE AN, £ O BABERICOT THEEHICk~T Ca T i MR s
U CE @Ra15CdY, Mg’ » — AT Pase FEHEAEVBRH] S iaic LEchs, & HICED
RiS%7 757 0—%BAMAOTEBRECRITL OB TRABZEDCa ' it 34 38
EDES. CdTHAORIBRAT » 7HEL(BVBEEM Lk, (X#3) ZOLSKSRT
@ Ca* RIS DIEV BB IC X TOH OB BN EE ORE O — & 15 5 7 fE ¢ &
RLI, KRR TRE Y AEOREICK U TESR & HKBORE P2 OREIDWT bAR
DS ROBROCE FIMEDETHZD SN BHEWLHIC Lize $HHBSROCET Mg
—ATPase EHE PhRGONRS LU ORBICER L CETMDASZED NS
BT DERBIT S~ % EEL CEF LTV, $HEEROCa T lEr R (M2) —%KL
E PHRRIGOBBRETORYT (K3.4) OHEH 5 bE~DCE HADEESED bF.
B ELRED SOBOESE S DI -1, SHINOOMBIRES S, TRNICH Y 2B
BHICE0 3 SROCA  ABBELSET LEAFRREAS. $hCOETHEDLSKHIRAD
FEEBE LTV B EH I Lt
(F & »)

YA MO 74 —EDEFAELTHYRAF+YEAV, BEHEGTC BIRELTE
SHE/Magk (SR) 2BBELT. £0Ca MDiARECS, Mg, —ATPase (E) OBE 45
~Nfzo % DESERH VA TREFICHNTEERS %~ U ~EEROICET LA, Ca MEK
FHEPEDC T icHd 2 HMMEL L OEROUZLRA SN b Te H-THIRCBE S
WER, BBREBLOHEORBTEAD SN EDCT KT 3 RAEOHEE VS T4 V41 &
RHEONBLSNETEL. SRPEDHMBATORERBIET LinTHSS Lithsh

*
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1. Sumida, M. & Sasaki, S., J. Biochem. (1975) 78, 757.
2. Frohlich, J. P. et al., Anal. Biochem, (1976) 73, 33.

3. Sumida, M. et al -, J. Biol. Chem (1978) 253, 8772
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