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agmus, FRMRIEN EOPRKMRIER bWz ERRETYTH 50 MEERWisc ¢92,
CPKiZ 871~ 196.8 Bifif, EMGidmyogenic patterns ThH 5. LB _GEH T single
atrophy, oM, —FICER BN 5B 10, BEORMIZ  HEMEEE 12L& R
bivize glycolytic emzyme EHEIZIZEA L DEHTHML TS, myosin ATPase
(PH9.4) T3, fiber type.a'itterentian differentiation' RRETH - 7- omitochi-
condrial enzyme BHREFEHETH 7o 27 YRBEBD 13> 10 APUL 9 TYIH SR

D, BELHRISKORABRIEZEEDN S,

EFARITINADEF. 1 T HEFELSEMLP T, 3FTUEHSHTNEE L BIIAMA
NE B BUERBIE. MEOHEM. HAET. GOHE. BEOEE, MUk OES R DR
~TH%k, REBH, BIBUSTERD . EETHTHE. CPKIZ 2B, EMGi2myoge-
nic patterns THb. EHKMICKrabbe O congenital universal muscular atrophy ic
HIdEEA o KIBEM T, LD M, nuclear chain | R D A/NRE, epimysi-
um ORIEADHEM, ringed fiber | —MOBFEMGBRMEL R T, B ,
myofibril ® A, Z — band streaming %EDtze 4+ 7Y VIKIREDII Do o

EFS R, ST3NADHT HAR 1T, BEEIL, BREBTRUEV. 3FHICANETE
Wltco BUERMNBEOU EAMHGERE, HHET, Bt —x 20ETF, BO%. SRS, BT
DBME. BRRHOBB~NE, MEETLEDE. FEFHETHS. CPKI59.1 B
EMGidmyogenic patierns Thsbo. KEBEGTHEHED ANRE, BEDKMIE 5. PAR
RBICK B glycolytic enzyme EHEIR X RIcn., BRMHICERMSERL, SDH ., ALD%
ik Bmitochondrial enzyme FHEREHHIIKRTE2ED, PHOADAT Pase 5 Th
type 1 fiber hypotrophy %Bw1-. BAREZES congenital myopathy LLH L1,

D EMBALERICR, EFIL, 20 (LETR glycolytic enzyme DEWIK T E. Chicin
ZATmitochondrial enzyme\iFEHEDIE T2 bA D1z IEH 3 TRHRBTOFMLETREL 720
IEGI5 3 type 1| fiper hypotrophy %7K Ltz

— 103 —



£ 50K S5 5 BEHEHEE R Myopathy o—f|

R ST AR B B R PR
o m o= & - 8
R B X
RIS AL 1 AR
RPN I

# 5
HBYArRT7 4 —ERKEBHASHTHEL, TORHLEL2HVELOMBEEEL TV 5,
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THTHIEALRBLTVIDOTHRE L, EREMA 12
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¥F I BAEE,

KR . MEEES), bicEprss)
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Hh S OB E ABRMGBERD., HFTR2EEESEETHIICE ST, 67F
AENENESLE. HEAOBMESH SR Sl TFHTRILEALRHEELD, 9T Y
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BE | —BRANNICIRSEEN 128a, KEITr, TOMIKA. Pk, RETICRERIEHN
o

MEEHHA D BBEW. 1 .Q .8, RMSHABICRELL,

WEIRAE . 2SS HORMNREEYD 52 RkOMRNGE, AEFOMNENZ NG, i
BREmOBHMEIER. HEMB. HHETREEER 2F5IKAON 50, UBEMNHTE
BT, $BHIOMH. NEBFLOAEHBBEL TS, B b— X RET, £0f
fascicutaiion | REEZTH-, BRAEHHEEC, BHERHAHEEL. BFHORHC. AEREH
RILIRIETH 508, S T ‘

HERENRE . LLEERBCIIHEFORINREDD.

BEEREL . RIR. AHIKRE. MEECEHRECRES L. BEEMRBEIRNICRT L
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Human Counter itk 3 Total- Body Ki32515 + 1.74 ¢ L WAL TV 3,
VY b VRE D AFOWE fE
ECGRE . LHBEES
HENRE . HEREEIL _
Bk (ERREH) | HREEEEEFVLHSROEMSED Sht,

# 1 £ 2

BRENRE \ AAEF D
CPK 50~9%U 1. BEREGRRES LT
( sigma — Ebashi) 2. REIT 2 KT R BT iR b
Aldolase 110 ( sigma) HE
LDH 610U 3. BIMH@ERIEEE AT LBHEONE
GOT 4&2RFU : _ R &, R B AT OD R Hh 45 335 B
| R creatine 639 ng/ day ‘ |4 BEBIHEYE (EMG. HE®)
[Rcreatinine 293 ung/day - - |5 CPKRBHhEELR
Total Body K. (Human Counter) 6. {RERKRED TN
25.15 £ 1.74 ¢ (EE#%54~T3¢)
088 =006 ¢ ks (172~ 234¢ kg

AEPIOBBIRRRNCT L1z 15, £ OMBNHHTAEGR L D AETHHONC &0, {LoBD
fafE»RE L OElicid, EEAGOMMBMNE LT 188 Duchenne RIDM P & |38 & 415 35 5 s
Bovonbd. KEKCENT 3.

Myopathy & LT 1970 4 Duvowitz 3D EICE O -THHED IR il BB & I8 50 e #4758
ZEB®EL, CPK, EMG., MERTHERUYEEREZRLUALBTFOUERAEREL TN E, 20D
PTRRBRESEMNTH O WEEMICIHEEEMR & AROEFYISRE S Y Duchenne 1Y
ERIEFSOLLNY, BENME EMET 3 A%HHL CTRIgid spine syndrome L LTD
BaZREBL TS, REOEMIE. 2 o0flicB LTAEHEORMInMMNE L (., T
BEWDZSHBLTEY, LhrbETHTHEABERNTH S

1% Rigid spine syndrome > THABICBO TR TOMENLL , HARIC B
LXMOEDT O THORERBASLTRVS, HREERSHREE BN 3 FEREF LML X
NTHY, DMPpvarient & LTONBESIHEIN TS BLEVIE & D EE QBT 0
2R, BEUEFEEZ - FRE—ERAEZRE L.
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WHET TREBR L 2 Morguio e
Spondyloepiphyseal dysplasia Congehitacb

Z—FliTONT
W BB AN .
MR BE Z % X E #
B oA B A 5 B B OE

<@@LCHIZ>

HEREBROPICFCBRBOBERNE XA T 0P B0 Rui3Morquio 5L S pon—
dylo—epiphyseal dysplasia congenita (SED) t£Zoh3%8 | PEBBRLI-OT 8
T ET 5
FEH 1.

RF 67y AR, MBRVECREE, HEER. 2FTOMCEEER K Ivh, 7 YK
B, MEOEK L LHUBEMHBS SN, 8 FTHIVELREE o720 1274 7 ADKBICFA
RN AL, ABE#0cn, {KHEH15ke, FHEA2cn, FHEENEER., B, B, EESOHHE. F
BEO.LTR, BRRET., BEFMLEESH, BRHIEETEEALOLTEARRADON
B BERERRC, MEBW I SC (FEl) 8TH 1. RERMTROK, K, MFABR
B, BEE, FFRE. DTN EKEEREC . TREIGRYE, PRIREBERETE, MR
BMd, HEXII neurogenic pattern Tho1o XA LD, Kyphoscoliosis | 18
HRENMORE, LTHREEBOBHROFBUEY., AREDOZLARALEBERE Ih.
Morquio 52 & itce LipL. Spot test TRRehacid ‘mucopolysaccharides V3B
I otco 2447 AUBEBFR~AFL, 12376 7 AOBERTRELE, 23R ERELE
LAa%kL 7.

RS CICABFAR | RNER10% k<) YEEHR 1470 ¢ ZRTHES S O BRI H 1
THRIR T IC QOO BRI E Ly ﬁm%ﬁ“bbwﬁﬁK@UTﬁﬁﬂ@émgmbfwto
SRR PR D 5 Ho PR RIBL I P I 18 B AL O B TR M@y on, &R,
MBS, KIMREICSYTH - 700 MEMRIKNERIRZOATHSY 3 ¢ R0 ERERETY
DFRZEZLTOH, MlkEEEALELRL Tz OB OMAKZHERI
lipofuscin Dz TR L, Y LSABEEIC X 2% T3 /ipofuscin LRBOHEAEERL
7o By BRETREFXBEORHICLEE LKA SHELV LALOERAROER 75D
ZOMkiISudan 1 PAS Toluidin blue THE ST, COMBMICHAMBERI 21T E
AEBHOND I,

FEB 2.
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5F 2 ROBH. MBRMBEEBE T, ETREASPhizia B35 - fBREB R - 120
2F 57 RHKBRBERBRPES C EBRBETEH LBV LKL I, 2397 Bt Ay
TMorquio JHELMEN, 5325 BICUBBFICAT Lize AT, HETT5cm, (K& 15k
GAPH52en, M, EVNEMNELAHNEEL LS 2 BNEOEDHELRBES LUCHERE Y
mﬁmat.M§¥%Kﬁ%K£ﬁm<‘%ﬁﬁ&,ﬂﬁﬁmm(\%%umﬁf&otoﬁﬁ
BARCRIMEK, R, MEERE, BR, FEE. CERRERRELL .. VERISEYE, KEE
HEThotco - ‘

XM RTREELMNE L BEHOZW T BHERMRE QR . MERIK E ., BRI
KDy 7RERT 2. BRCREBBENES EF QLB MBEV . EEAZREE LD & KE
fricd 0 Eie KBBHDIEBELSSH V. BFiidmetaphyseal zone o BNTINS.
ABRBRIERBARMETT . REFREC, BERRTATER LTV S. 18 OREBRR
BIEEETHI2BBFEFRENL TRV Reho acid mucopol ysaccharides |ZEH X 1T
e
<E&LH>

EF1RRTOBEFETHY BBOZHOMBMBE CIBKK, BEA. KBEHICBWT
lipofuscin Y EBRECHBL TV AL LBERBICMEL, CN5DER 1971 4F wGilles,
F.H, 588&ELAHRREZIIEZRAKETH - 120

IEF 2 BBAGERBFHBRIEEEZEZONIAMBSLRIE DN, XBFMTISpranger ,] .
W, (1970) S . E.D . LiBIELTWBCriteria KRiZ—HKT26DEEZ5N5,
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3 FHMTRBBICE., EBHMEA L, EKREFBEHRELOODHEL, 1o HBHR
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0.25~0.30 mV DMESH 18, MECEASLHEEL, chsT CKAOHRELRIBT 5 b

D EBKEL Do
@ ARMBIREICSVTER., BHH80 >3 WETHT, 5 bHIENmH2 0Ll LOBEHEE =

LicbDid, 1HI%BRELTHMBELR 2o X, HAOmH 20 U TT4EZFEHICER LD

B3 BIH > 720 HOEFRBOHI EREVSROSOREHRNFEHTRAKT 4.4mH20

DER (ERZHAFIEHRE20mH20) THoTo
® ECGODBHILDVTROTONLML TH7edd, CNEMIRESBBESY TRS & HIRE

ERpICR, ECCLTPROMABERT bONEREL ILHSNI,

PIEDBcHTH 1 % TH 505, PMDROBIRESRIMICH 1258, EUIC LAY 24
73 FB SN, X, WEBEERL: OB 1 FEROTRTHIE S5 LEC &, TR IR
EFRHICRECG LPEDHVHANBSNC &b SHIRENER. PMDOKIO LD B
CHEBBHETHY, COLRBOFORTERENEHERERRT 260TH5 5 LBbh
Bo

LHEERETHETERH Y2 o7 4 —
(D uchenne ) #lic > T

[ ST A R P BIRFRE B R R

=F%H BE K = B — %
= B — B (1N N =
RERKPEZ NI ZR
= i B A
M RPZRRIEREARIT AR
x ok o m = X B B B

ETUH Ao 74— (UWTFDMP) &, BEHOELROSHES T LHbTEBLELE
&34 Skeleto—Cardio Mus;uiar Dystrophy P 6E5CEMTEL . ThiZ, FED
Life span % EZ 58, RLUTWEBRICRTEROEENRETHA S KECHT 20T
HEoZEiazil, DENICK 2 LMEEDET., HRLE£FNOLER OB, SRkick?
S REMBEHENLFCOVTORS S ORENCOFEEME >TSS, :
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xC, BERADHEZOBIRIC, LETZETHEASEML TE, SEIZZDOHT, L
F2RUEASMEADRVEMICO VT, LER, LBR. OFR. WBL Y Y YRR Y
CXOMBERAEMA AT EBTELOTHRET 5.
TP, 1672 5 BBFODuchenne BT, 3 FYILDHTRE. FHEEA, BRAMELS
EHBED . ABRIEITE4 # ATBIE, Bed patient | B LB 4 MBIRE ER D O OREB
3 THREAERT 50 Levine NIZEDOLARMNMT B0 5. Y 2— 7 FRDOBERZEV.
) OERMMA
terminal force Vi , RszotM7T oy s, V2sa OSTLER, AERA.

2 OB X B ROk
AIRFEIN 0.29 . BRI 0.21 1 . EX:HATIN 0.08 . HEMRAVIUREN 0.24 . EF 005, HAEI
I 0.03 . TERHIMDIETAH >0

I LERAR
4 [~ Abex THIS IS MGG MBS BRI M, [, D2 —HTE2HR
TH-7o

) mmr v Y UBmA

4) C. T. R. AKiB5041 THo7ob, TELHNAKR040 LBPOMERAZR L o

0) NEOEGRIIIZIZESICGEV, MERRELLERLTEVIMBRRLEGROLIE

BTIE.
<% B> .

BAaNDMPEREARIETHOMIEICIE . ZOMIOHETEE2T 2HAMBEFEICIEST
B o> T&fco AEHZ, CoT R 040 LA, DERTR Mo [+ E2L4—KT
BB R Lo 1963 4F, Burch Zic SNITFLHAMOEMICLE S BIBFAAMA L THLHBH
BEERAERE) 5540520 7o DMPIBY 300 BHIROEICDNTIE, ELbs
WETBRENS VN, BOSORERIEDREOLEZBY 2o ARFOBICONTIR, K~
DOERLD 2 ~3FITHRIBMICHBES L IRGHEMLERERELILATH S0 G -> THREFD WL
DMEARDIEWDMP BROM, [ —BETI3WASHROHETRTORERALELT, WbWY3
Papillary muscle dysfunctin syndrome BHTiZE2bDEELZON D, ’
<ELH>

ABRBTELAHB, EETIE->T, MEABEL M, I, EAK—RTHLHEFLELE
FHCDONTHE L, REEAE LT, WbhwWw 3 Papillary muscle dysfunction syndrome .
MEZONIHUCONTER L .
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ODBRTIE LY Y » Y BIY 2 b u 7 4 —SED—HB

H g T 2 FRboh iR
5 M =ZEF

ETUHB A o7 4 —EOCEEEL, EX»PSEBINTVEHN, ReitchzThbh
TELHBIRA b 7 4 —ECHRTZ2L0HEETCREPO DL ALENEILE Y v+ v 2B D—
BliciB, HBRIKLDCADBH IR L0 7 4 —FEICAHLZAH LI ODTHB L EAHE Lo

COEPRBT DY vv ¥ RMOBFT K+ M REOICHEBHHRBDZ I 5T
B2 1 X8 # ALPRERE, 5 FHEHOHTHEL D, 13FTHTFME, LBREMF2ERL
T e DF THBUCABE L, COBEEUDECHSIEERETS - 120 ABFOOER T,
LR, EERARVRZLER T 0 v/ BRD SN, Vi ~Ve TTHDFEDSD - 720 KL
VY b Y BRECROMEADSS . CT RI20.63 THETEOMMEAHE I - Tirteo ABEik 1 4HC
1~2[@E, AR»L>RELAEZEL, COBBOLREE 2T BT E5BH 70 ABLth 2 4%%
. RBBLIK, BREREHRCHLZO5 Bk, LEBHN, FREHE, 77/ —€EE LEOR
B2 L, COMDOLERT, Vs, DQSHE., ST LR, THEORREE, RERKTI
B MERBHSFELERT 4600 22 & 12500 « £ & 16400 THML. L DH &RIEMD 120 ~ 440
& RAEBICIZ 865 10 & BES 4075 $TER Lo RIEK 4 BEDBHOSh, HBRAETO.
BCRD X S BHRERD 1o LDERS60 ¢ EEPICHA, EHHE & bBEOMA, HROEA
BB 15y FICRBEBE D - 1o DEDBBRUESFECHEAO B NZRD, BEICHE
RERBIROIZ R OE LD O A HEBIC—K L 1.

X, HICBEEE LT, [KASEESEAD Sz SRTREZBNGE L Shkgic Fibrosis |
BHEERCLHEEOEH L COMBOH I A a7 4 —DFRMED S h. ERFER
R EHE. AEMBEO—Rich D, BEMRORMEERCEMALE ORER Y, LHEOD
FRBAD SNtz ERBRFIITIRICREFELZE DS 12,

ULOBKFRECHBRERLD, HYR o7 4 —RIROLBAEZAE LD, BLTER
DCEBDD, TNELASHORRBFEEELDREBOMPEEZELTHIz HYALT 74 —
EOL &I, OIHICFibrosis m3 | BRANBBE LTV ST &, BRYUCET 2 HEHH H550
T, THILEREVIBENFEBHIC S, M/\KPHLRAELONLDTHET EEEL
&, DHEDEHRRLUTEBROCELERELONT, —BROBRBAICL O, RERRHN
DEVEEZOND.

X, BEOESHBF EHFVC LR, T5 LEOBRECESQSH. ST ERE EDOLER
FROPOTCERIROEMBELEEEL 2 ERBRTHO, MHROAREES ZMICANS
VEBHEEEZ T

AR D U MEREORICIR, ODHEOTHEESG ZE LT, MERP—BRNESEERED
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HiC. U 4 v ADBREN Y bIEIICHT S S BN 5 L, X, FECLTREES NMKiciRER
L, LHEBERREINEONEEZ 5,

@ﬁlﬁﬁ%/ 7 S W = By 4 £ -ﬁo)%ﬁiﬁ‘%ﬁm&%

(H1H) o FAY R LT e
BN RBREEL
L% B

BEDMPHWTBRABRZNMELEL . PRRUKHMBROREOEEN AL, X
FRERWIED O b AHBROEMAMNBEINT VS, LML, ZhoDEAB—RALELDOHME
IDIKRE LTRBOEANEL ., ThOZHOHIKTEENT, DMPRUZOMOMEHR
BEECERABRENRALLT 0 —-F2RH T 5,

MR T T HOI6FEDDMP (Duchenne ) BRULTERDERHERCREMELR
U, zhEhic, H—HERUE—IEHOAEMBEARBLEEE &, B—REDOEE MER
ABEBERHEERY., B—HEORARBEEEEZHIE L. BEBHI, FTHDHERMML
TERHEEIMEONZ I TOERLY, 20ERL*IZHNEBEARELLEETRLES,
ZLBIWfEET S,

HEREGNRBEACEEAECTIAREEMEERZD 1M, ERRER TR TEHAEME
HICEERARKS D, BEEINICRIL TS, EHEECHROZRZBD B, 1. BREB
BEBBORILMS, REZINTHROVDOTHEL DER>VWTHRERITRITE RO, HTRY
BECBVWTERDOHEA % ED ..

SEOAEMBRHE—EOHATH I &, X, CHEHHOMEL DV THRELEESIZED S
FEEERPTHY, SOXBEEBHCBLTOEEHERVHBERNENEL L OHEMNSBRE
ENBIRENLT, AERBIMELT. BROHEZRET 2L ED ’
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EITHRH Y X b e 7 4 —EOERHIC & 3 ML FHITE

- E SR AR |
% m £ O o
NER B — % o g ¥

B SR ba 74— (UFDMP) 2 Duchenne &), B4R, SRR ER B R R,
BELLUERHSCHET B EBMKI FHOTFEBRB L LICL VEYLBREDL
VB, ROMICHBIE AT 5 RBEICE - Th, FLRMICE > THIREFUT 5 L
THETH S0 '

bhbhiz DMP EZO LRI IC & 2 MBS 5 FEBEEHFRRL D, MIOHMES &
UEBDESHENERITTH S,

SE. BETCHOLNLEREBET 2 H—BRMF¥L 1 ~4TRETLDLDL AL,
<%t 2> ’

BR4SET AL DMM9F 6 A3 ToM 1 ERICH ARSI, MABFN S X CMBILZNHR
HNEHRAS I BEERRETHD. ARREZBE, ZHREDOIOABELIZEEIZ, E4R 640
5403 % To BHITL. KT 5 %o WHUBITH Duchenne M10%, MEHE X UERTE 24,
Ullrich g, Gharcot—Marie—Tooth 5. Kugelberg—Welander s, 2) R
BRELEDMP (Duchenne B) D Carrier g 14, 1o 3 ARMBREREL Bb
NB36DTH5o '
<A &E>

ABRESG, BHEES 5V REREHEEER 7 5 v 7T isometric IMRBICEHL., Hills
BHICFIATAR L2/ =B R-8BCOD7 ) —F—RTAHLIt—~xy T
$ls 7 U4 RE Y FT6 p~15 OB EAEER Lo

ME DG @ i3H eamat oxylin-Eosin Befs, Gomori—Trichrome Zufs, pH 9.4 TD myo-
sin AT Pase Y, Succinic Dehydrogenase ¥uts, (L\FS DHYf) $XUNADH
dehydrogenase (LI TN ADHYE) %fF -1z,
<HBRLELUVICER>

Duchenne gD HEE (9T BT, ELEEH S RMBHBEENEL — 2) Omyosin A
TpPase RBIBOT, EHRDOFOHRMEL BROBRMENRD SN B o T 1o R—THIRMEP IC 5855 D8
B o, chizmyosin ORFIRE H5 OREHORFEELBONE . —F., SDHREE LU
NADHZBABICBWTidmitochondriadiiLd 2 VREFIRFELEZELONAFREADON S
B AT P — ase e TRH o0 3R EEH TRV,

hfiosE (16F78F, BEEI—6) ODAT Pase il BT, F—HHlEROERDW
- EMIDFHERLTDNS,
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KMOBRE (9FBF. MEED—8) OATP ase RBILCENT, 1EAEOBHRIEICTEL
DRFNEDON, SIS DHREBTRERE BB LALEDONIE LTS,
PlEDuchenne XICi3., SDH$BH 30V BNADHRABILL 2R—HEHAOERDOREIC
KAFLTmyosin AT P ase Pnic £ 3 REHSED S BEMICH 50 COL ERMIOSinDI
{thsmyosin DF{Ldsmitochondria DELLD SPMPWHOBRONIbDEEZEI SN D,
Charcot-Marie—Tooth 55 Q¥ BF) TR, MEDHRYEDOEABRMBEDOND. ATP
ase o TRFBEMOBOBHEIT EEF BN .
Kugelberg—WelanderSi 8t (UFBF) TR, BREDERBREM|AGRBED S, —B
TR/MEREDOEGBRVBEDON B, AT P ase AT, EFH5VRBIERKBREDFEHEMNH[ .
Ll ThODBREOSNADHRBTERICRF/GBED OGNS, LT, Thudttye 1
BHE S BT LG

U HrichSEfZB (6B T) TR, BRBBESERINEN, AT Pase, SDHB XU
NADHZETRIZEAEEASADSNILD - 120 '
<FLH> )
EFEMBLOC E LD, HRNOEBEHN MUK, - 7248, Duch—enne RITIIAT P
ase I X AEADBTBLDED SN ZEMICDH - 2o

AR S SICEFAREHEML, BRiE BEBLENL O CIKEFRESAN) ZRI LIV,

) &’ Fo . EBEERREEETRAEYS, O, 1973
9 B Fo O BEOEEMKREEETRARE&IBHNA S, HIE. 1974
) MER B —5 I FIEEBANAMEEHAESHBES, KF. 1974
H B Fo I BBEBAREELLEELES, R, 1974 (FE)

oz ba7 4 —ﬁﬁxvﬁ{u#ﬁ,ﬁ@%ﬂiﬁﬁﬁttﬁhf

HyHEREN
FofA i B H E A
m R B B

FRRFHREAR
4 B fRTF

<@L BHII>
EE‘%?zmﬁﬁ&ﬁﬁ%%%%%ﬁ&br‘%m&mbﬁB?»M&%K365£mﬁE
BINTETW3, #icCongenital DMPIZEWTIRERDINL Th s HS, Duchenne type
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KBOTSH, BHRNFHMEROBREORD, FHITAMRKOBEORLRUER., ANEBOH
MEDHRBBONT IS, TL Ty RARKBMEBINTORWEERRIC 2RI L.

MRIIK IR .
<¥ B>

D E (M2) : 2B THT L2,

d ey E (K3) 1 6~10FDESEDOLH, 11~150:8%H b3 1508,/ AT TH -

pA

3 118G (R4) :3BFEERERTHIN. Cong, DMPICED St Mz Fhd

EERBEICH 720 LU, RO—FBFRARYT 5 Flid. BIEREICEMEHETH 720

4 mgkes o7 i (K5) [fiER S 27 ROBETOVLO>OFREE LT, MmiFks v

AaﬁmﬁTﬁ%i%némt%nmoé&dbto#%u@%&ﬁ%mTB@QAbn
o083, EEBBETRZ2D0B—FbIEho1z0
5 EMEM (K6) : 2PMNERREICS 1m0 TOM, M. 70— 5 bRE LI HES
TH o720 '
< >

BRER, BE4«DERTENEZT 3.

) 250MT8#EOEE—E, PH, Pco: ¢tc

) BEKE

) o volume oL H

4 BEORIREE

5 T ROBAOESDES .

o0, Queckenstedt RREIAWERTHSC &, WBROBRIE, MEHSRLT
BETESCE, EREBZEIUEHBEALTORNCELD I~ YREETES, Cong,
DMP LIE#BE DS 5 Duchenne type K E ER%ZEpB LD, FREBEDKETFICL 3
Pco: RUBBKED LRBSERLE LTELONB.

REQBOET (I5ms,/d1) 3. RUENMEEE, KkbhE, AOREESKCADONE T &8
Hb0 LU, 2ho@0andbFIy L,

LIAT, HERTOREARIIS~ 100m /dl & &L My BRICIEA L, ES Lt ics
FTEFL RABREZE0DOTNE, LHLENS, NEAOEEEEWURICTHRLTSH 2 b
DREBLALNEN, ZZTRAB—IDMETERTEREL, 2NEFEELDOBGEERARTS 2o
(B7) o $2LMELREIMAERTCELD, 2 BEHABFO— %ﬂ&%zto
<FELdH>
L By 2R RCHUKEBIFID, SRED ERA2RT & D5, 104]ic 2 wbnto
2. REABORLN., WHILBHON, TNRE LR EHHEBERLE,
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mmHO

300

250

200

150

100

50

NIIGATA
AGE ~ ~ . ~
TYPE 6~10 11~15 16~19
DUCHENNE 3 7 9 5
DUCHENNE Q 2 1 0
CONG. DMP 4 1 0
NEUROGENIC M. A. 3 0
(WH., Kw.) 5
X2 #wm E X3 #arvrsg
TP TOTAL PROTEIN )
| T TosF)
° o DUCHENNE g
) 50 . CONG.OMP
2 DUCHENNEg s NEUROGENIC
. 40 {=---- ol B
oo °
8 " ° 30 .
. o
o - 8 : .
x o
©r 20 .
¢ o R R A
10 . a e
INITIAL PRESSURE x .
6-10  11-15  16-19 AGE 6-10  11-15 1619 €
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X5 Mz 7R

K4 Liguoy IgG
x 7-985 TOTAL PROTEIN!SERUM)
% LSF 156 (sinGie piumion MeTHOD) % . °  DucHENNE 3
) ’
30 o x  CONGDMP
g DUCHE NNE 8 80 . ° a  NEUROGENIC
x  CONG DMP s »
o NEUROGENIC x
ZOv 75 om0 ° o0
» o0
15 3 °
7.0 ° 0000 - %
10 x ° e o o
8 o . o o
6 &o 8
‘z & ° g 8 65
e * AGE - AGE
6~ 10 11 ~15 16 ~ 19 6~10 11~18 16 ~ 19
6 BIMERK K7 #IE-#%2 vo¥7 @B
CC.
sond : mmHp INITIAL PRESSURE -~ TOTAL PROTEIN RELATIONSHIP
LEUCOCYTE COUNT
300 °
10 ° 200 =%
) : e .t
ox <o °
o o o as o
5/3 x @ a0 ] 100{ * ° °
o & o
oo o (oo
6~10 11~18 16-19 ACE P 0 20 .30 40 S50 60 70
TP e 211

- 119 —




HBEOY R Fe 7 4 —fE (VDY 53
girl Duchenne) oW TOMESL

- H YL FE AR MR BE R AR
S| B

- & 8 H F
R B X '

Duchenne AR OFEAE BT 3 KEH I A b a7 4 —ER. BEFLOMELEHT, KR
BE LTORBSGES OMENRSS. LBRA4RRS LORBREFLERL, ChED
BEME. BERRICOVTERET 2 OTHRET 50
1 REHEE (”1)

M1ICRTEICNECEE2E
RAEAHBIFREARFURELE _ .gali
2oz, BEETNECERESR
1 DIFC P KiEHHB0BGI & 7
L. RERZFOTHENS BT LER
RLZDERREHKE Duchenne
HOFRERLTVELETHS.

1. fEf (F1)

BFRIBTHL2ATITCORKET
SER 1 & 23R TH B
REESE2THO6FTH 5. A
RERRSTRECIME PN, HE
W BRORESHEED, BT E 1)
B, ER~LETLTHNE. 34

® D

) . L &
D Case 3107 5 5 13F ORFICHET x i m 5
REEEtE-oTW 3. o 1 2 3 4 s
i 4 YAl 18 13 18 19
<® E> AT 6 6 4 4
—BARNcEsRET RS ERY MR SRR ] Fﬂw,,,. L$ (e
(. MRRZERICR, MBEMATHSE  mxpa | B § " ] " "
ErLBEOBER. BHETasy gz ATl e gR 3 . n
X .
APICHEHORERAR, FiEZIE. ﬁﬁ,%‘+ * g+ S
©lrE 0N AR (10%) R (132)
WA ED . BRI 4. TR | [P T ek o '
s, pEERE. pEEmn || C i B "
:,;‘ X 10 ;L'A > | (J«ll‘S) (mﬁs) (l‘}a) <§Zn
£ HERERILV. BRRHRITH : -
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VRS EBREBEELTH .

FERERE (%2)

CPKIiZ 200 25 400U &th
Bt bR LT3, LERIZA Bl
FoLDREFAMBED SN, EF
5 TR RINYIS Duchenne RDLNE
REERL 7. SHER., HariT
TRTHEREENTH - 120
<E B>

%313 Dystrophy £7 & AK5Ep
DA AR L1 b DTH 5o Wik
BB, BEMLSEFS, 4, 5=
HoOoBMEHREE LThHESGH
FKBH EML. 2RERBESEK
RiFChH2C L, BEOMBECPK
N ERFLTHWBET ENS, Duch—
enne MELDORUREETH S
EEREZ OSN3,

EF 4, SICAIREET2ADLC &
BEURGRD criteriaic b1z
Vs, REBICMBREESS T &
PORMEETHSL - THFHELIEL
EEXB.
DuchenneBIEREFICMmMEC PK

& 2)

L 9 Bt
g 1 2 3 4 5
CPK (Sogta Ebasm U ) 190 240 374 203 213
Aldolase { sigma-u ) 22.5 16.0 205 9.9 18.0
LDH « S0 630 590 590 480 600
IGOT (RFU) 56 27 32 24 48
S-Creatine ( "%n| 0.88 1.51 1.29 1.33 1.50
S-Creatinine (™%;)| 1.76 1.31 1.56 1.15 1.30
U-Creatine |, "%a,)| 529 698 860 464 812
U-Creatinine (™34l 257 325 229 233 191
ECG ¥ & + - + + +
tLBEER DR LJ! L) | W]
NGEERR
B L 2R F A L] " L L}
IR, 4 1] X7} ") L] U] |
& 3)
R ZRI07-% 5% L AR o M
e 41 inmere e x| enalsertadmlEcons crK [gnae
Duchenne
Severe |0~5 ;X1 + 2 [6~2]4 ]| + | X4 |susn
Benign [5~15 [} + Sl2o~121 L]
L-G ¥ 10~ |m~xmf| 2 |s1p|20~] 2| + [|¢pa |#ress
Maignail-G(1 ~§ | Mm% b4 i 10150+ | 7 |¢ua [taesu
& ¥ 6 "y + ] - | 2]+ |p¥A [tetum
2 6 " + " - x| - w} "
3 4 L} + I3 0 ([+]| + K |#r2se
4 4 " + m |10 (+] + | s "
5 2 " + |13 |+ f ]

- LR B, BB, RERAZED L0, BFREZICHLT. LA RAEE D FEIR A3
HBROENC LR, KUK BET2HY R L o7 4 —FOBAREREGEERELBPN S 2R
TH Lyon EHEMBBAMKS> L30T E.

CORPSERITHBUCCPKOERAERDI:C &, RBEKBUTEN . 2 Ok
DEEEFKICT D

MEREBNRIFTHSCERBKBNVATHY, WD girl Duchenne -

DIEHEBZIBbDEEZ LN D,

— 121 —




BHE BB 576 L 7 BB % 0 1 SR

R RS
O M B A # %X E #
AR W Z & R B z
PN AT
wooH &

<BH >

MEERRERES 2 b a7 4 —F) BB IR 07 4 —EOAS REMED —> & S HTH
55, BECHSOEADRSKHER. HAERTRORI T LOEAISEARE SN TS,
[FSHBMUZ a7 —E] OMIEHSELICE > THD . RabEEMICF S HEG Y 2 b
a7 4 —ETH bt REICKDBHE REGATH SEMNEBRL O THRET 5.
<& B>

0F. Bk, RKEICHET 2 E5 Lo 5T DR & MURIKA GO EH & 57 Fic
Sf <o RFTHTREL BVRTEEL 5. BFCERERERBARICAR. FSHEG
IALET 4 —FEOBMAERG B 6. MERTFAT BBICERLES 2 ARIRED L
RERE S 4 /0F —BRARD. RERSEN. MEGEGEN. BEAREN Lo 7810 E 5
MEHD. o

AHMICREIL Lo Mk dm/Be 71—/ 07 Y YHEICRES Lo CPKIEREICESA.
Rp17T—0HC SOHME R 3 HAC T HIBHRRIES. HERNR LCHEET—SICRA
Ho ZABEBOBHERTREVLEHER TR, MEARZREETS 1o 305, FHLE
1R & ORGP AS L L RS % b IS B L Ao
<BREFR> ‘

SBRE, BRHLSIE LOELEED D - oo B8 FRIEE & B FIEIC 2575 B &
RHAROREEZED. OMmOBHYE (MRE. &, LEESH. W%, €5 25) coig
B & AR S LK IO B 255 S e o OBIREVE(LICIE % » 7o

EEREGHETH 2, BIBICRELN L.
<¥ '§ﬁ> ‘ .

BARTA P EBRIC M5 U e B 1 BRI AT RLIC L D RIEME S A 0 F —Th B C & A BB
Utco FSHEMY R b7 4 —EHE 2 U RO MREILR IS 21 AP HSETORE
TH3o

BYRAL 74 —EOBMNTEING L2 OBATREDRKE LTHA S DBEAS I Ik
5o ZRUEBLBRBRI -1 € ¥ EHDRBERORSTERT 50 RARBGIR bo 74—
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ELEZHINBEFDOULTIHREAROKREZEE U T A ESLBR L. B [FSHE Y
At 74 —E] CBOTREBREAVE VOBKNEBEEEZTOLSIC LTINS,

EITHH Y R be 7 o —fERITXT S
A 7NV Yy I FrEREKE

B N7 e B R B/ N VR R

= | — 3% =ZEH E A
= ®/ - % b KX B O®m
FUM KR RIS B RS R
# A GO S
o # E BB
BEAKFEF WP HE
=t OE A

1 BEBIFEEIC AR 6 1524 2 TORTRB VR b o7 4 —ERBEICHLTA/ T
%/5 /7, B/RIR/2/70 (Lot 2 3% 1200 cc A/ ml, Lot 3i3% 600 cc A/ nt,
Lot 435300 ccA/mt) AU 3EWMOI 7 F VA EEL, 2OH [ BOMBEREL 720

-2 EHBRAKRESIMLUTOLOII1EIE 0L m, 19k TOLDICIR0.2me, 19kl LD
bDIIF0.3mx 1 BEK T 2EHEEL 2.

3. BEMEROENICEEHETR. 270 c ABEOSMERMEL . 540 cc A, 1080 cc A
EEARERRRV. LAL, MECHEERICEY 2RREMET 2 & ERRRYE - T
PRBEKO DD, EERERESLSEDTH - e dhRERORIEET 5.

4. 77 F VEBBRTRB/WE/1/BHd3H [Eb, ETOLRERUI. ¢ DEMETE
HEBCE2ERHT VD10

5 VikEHEBE 9 7y BRS o b, BABOE TR, 70

BERIIRIZE A Lo Too
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aﬁ®Aﬁﬁ%§0 E®%§H

E L E A R R IR B
Y 2AFEHBAE—R (BEAX &2 )

<HRBH>
PMDIC B 2IBOKNER BRI 2RHRBOLBEULEZL, BLEELSESC L
13, OLIRIBELZBEVS—RARFELLBELEIOANI LT »ERFTELLbILE
FROVTHHETHRIT 5.
<fE @I>
I5FDBFTH 5. Eﬁm%%SG%&mﬁaDﬁ@nﬁ%/Zbn74—ﬁ1‘SM$4H
;D%#®Amwﬁdwfw5 REREEREFEAHREIOS~E, Hb, 255 UTAN
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