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LU 2 723Bie2\ T, oD stage DFF %7 3
Wik Te CT RIFRLE LAEE, KRRrbsis X
O TR AR % CT/T 8600 Yokogawa i<
T scan L, MEEED CT Wil & BT L
2o

x1 % &
Duchenne (5 % CT) FCMD (%% CT)
7Y | 1 1 1
8-10 2 2 1 1
11-13 6 6 2 2
14-16 6 4 2 2
17-19 6 0
20-22 5 2 1 1
231 13 2
total 39 17 7 6
%k 2 Stage
Duchenne FCMD
1
2 2
3 2
4
5 2
6 16 3
7 10 2
8 7 2
total 39 7




&3 CT x4 (stage)

6061 Duchenne FCMD

=2 1
2—2 1
2—3 1
3—3 1
3—5 1
5—6 2
6=6 5 2
6==T 1
=7 ! 2
7T—8 0 2
total 17 6

X BIC U B, AR ISR
A, A, R, N, Al 4 JiE LD,
Diasonics vue wide (= L% 3.5 MHz & 7 %
¥+ L' U-sonic model RT 2600 X% 7.5
MHz V = 7w v, B g+ T L,
CT 7 B ¥s X OERIKAT WL & O By #1775 -

]
-

m R

% 1 1% stage 732 — 3 221k L 72105 DMD
HED CT FiRTHD, BlLL LT, FRTHi
B #i%s tu\lw ‘*’1’1 D 725 TR IR L 2 3
|UJ THo T £ 51 stage 2—3, 3—5

LI fLL/Ju e, HER P, R BEE
DERIUS(EEHTH D, 5—6 4Ll
JEA T UL ORISR AL 2 W] T 4

WIS KRl 3513 % 3.5 MHz

I AEEWE BT R oW TTH B H, EWK

\ S

§

F-
=y

7 Qﬁ‘;(;

>

{

T

WcixM 2 a wcRTme, HFEs u:fi;-i o —
NHECA DR, == —EEAERL, &
D )71 acoustic shadow #{f-> Tk bhH, i

F
I—

X 2

TR 1 QEFAT ) &L 2 bl 6%,

stage 2 ® DMD HWTH5HH, HilE H=

# LU acoustic shadow (X EEZAYIIE T

HHH, W=z —kHEE L, Theiiid2

(REOREHR) &L, THI-KE2 e,

147%, stage 6 ® DMD 5B TH 50, Ml
&

=

u
'C)"

-
N

it

BIOFH=2—| , HR = 2

CE W] 7 BT R

— A& b, Zih? H.3
NOFFRICHETL, {8

At
L Lz, Thbo\T

1 100k : 9 2 DMD DfEFIDF & CT n)r,b
% (a, b) 2MEERE (stage 2), FE&
d) ,;14_;:;-:;;«3 (stage 3) DL DH 7T

&4 stage == —Jldl

stage 1 2 3 4 5 6 T 8
AT b 1

2 1 1 2

3 1 2 2 18 10 9
total 2 2 2 19 12 9
& DO MEEREETH - 720 M2 dIX16i,

Hegerty W

Ex bbb,

KE=2—2Abh, il

R L opEEg & = = — P Lo MBI & a3
5L, 4RTML, SHEBEGF LA PMD T
BERH=2—FTREZR LI DXL, stage 2
D1 fE I stage 6, 7T DT EZN 1 ik X
V2 S 3 W THRIE O SF T LT, stage 3 DA
LTiE & A EDOREFITHB 7o e .uﬂl RA 5
T\ #s. Z oz FCMD, DMD :iﬁm‘z
TH» 1o

Wi 7.5 MHz

stage 7 » DMD 9;”11 2B DD,
2

l\‘

=THRIRIBHERETRT,



B2 3.5MHz + {i Ik Z f-_ B DT T L
a : 295%, 9,1‘#, “HBITH Do MOGKEZKERER, wRRIAT OB R
iz, ARu» -}\lll T RER B ‘- R
b:6 'rk. stage 2, DMD )}I/'d‘/)’)l /l_a /J\ 3 IU Ta " anJ( ')/J

c stage 6, DMD 5 i 273
d stage 7, DMD HIROFF BAmR3. KL KEE 2R3,
e stage 7, DMD 5o /i A7k

& 3 %, IEESMED 7.5MHz V) = 78I X 5 @FHENERR%Z CT irid &

AL TR RENARRE

1: oA, 2: 4t ﬂlJmu, 3 KBRS, 4 : PR B L OFERER,

5: NG, 6: #f, 7: NEM, TThZiury
X 3 R IEF AR 29 T, HiER IOE ';f‘%),fx &40 L#;""ofwwﬁék\;'«.l‘fifﬁ;f:;, = 2 —fif
=2 —3HEC, HxooririRETH D MEL, CT TR ED IWHBEZRL, K
2, WHREL L CIRRIEMRETH » oo K413, 5%, stage 6, 14D DMD H R TH 525,
stage 3 © 10i%, DMD ),,L»‘glﬁﬁ“ﬁ?, o 21 ) B ORTEXES T, WTIhofio==
oo — BRI A, & O R TE VL H LY —Hl“ &<, stage DT & AR L7z L



B4
A SR,

10i%, stage 3 ® DMD H WA 7R3, KHILH,
B AR E AR T

E5

L CT O E AT Ot fe WL D7
WL xieh -t

z =

'—‘"f’m‘i’fj CT fr Ao#t#cB LT, CT irid
FALA TR S 4, o O RRITE I E H
w’?m Z LR S e
MW X B WA oftitx, Tk
CARYE— eSS RAET S &, =2 — Y
WA ERFIHLTED, i CTHEMRE

Sbeii]

145%, stage 6 ® DMD 5k
I ORE BB S THAHH, Hie=

o)

Z’/J '3'
—HEEE A

TR BT 2T oS, PMD (RN #H#
KT 2 HEHAEOBEDY, B CT Fri
FoEGY eGSR Tuws

L@l 41 R Tk, DMD, FCMD 23\~ T
stage DFEFI TR O = = — B DY

AR B, FEENMETT S L= 2 — OB
PR, B= =2 -2 %
=+

Z EDGR

Hbh, ZhiToRE?Y -HLt, L
L, &b stage DHEATIEFITIE, e L AW
HN=z2 -2 FORE T HIEML A B, Zhik



VR B 5L FH i, LA
HEEPI— (LT D L HE 2 bl

¥4, 7.5MHz VY =7TE, Mo rakEn
ENRLEIR ST, =2 —ME0RIT L > TH
GoRED L stage DOBEVIEFITHIUEHR
WHAlEThoTco L LIEROHIBIEETH

27

¥ & O

EH CT &, HAMHIFEMTH %05,
Wk, HHE OIS HHUBIRIETT T E T
O SBTWEER, SETBEN T T
%, HEEORELRENMTIIBETEI L
nH, 5%, WREERE, HMC X > TERI
hAaRE EE2D, SLTBFEMELRED LIk
ADIERIE L OWTHRE LT &y,

X M

1) \WHEERE, EREWETEHCA e 7 4 —iE
A TREE AT CT TR OBE. [E4atitig
HBOIRELE, HyA e 7 4 —EOEIK, R
B REICBIT 5098 MMEELHAT, p. 26

2) Heckmatt JZ, Leeman S, et al: Ultrasound
imaging in the diagnosis of muscle disease. J
Paediatr 101; 656-660, 1982

3) Rott HD, Mulz D. Muskeldystrophie Duchenne ;
Konductorinnenerfassung mit Ultraschall. Dtsch
Med Wschr 107; 1678-1681, 1982

4) Heckmatt JZ, Dubovitz V.: Detecting the
Duchenne carrier by ultrasound and computer-
ized tomography. Lancet 11; 1364, 1983

5) RRFEX B BO:fivArr7 4 —EOE
¥iT 30 B B OBTFENI BRI, itk
Ry, 18; 423-425, 1986



Wiz 2 b a7 4 —IEOEYE, #ilks X OREBBIT 5%

LR RERY Pt HoE

i A bve 7y —EOBIICHIT 3 BB OBSEEEE

—HHF PN & computed tomography & O X H——

bil3 A B B

Ju Uk

BIRRFIRFTPRTI R

kEpIRE K B F K & 16
HE o W ok HF

o A KR B

% f ‘l{] ’ & EH Tﬁ

AN

E B

oA w7 4 — B OB OBEIENE
AR & CT Jit oo My filifiti % Mt Ui,
%t4213% Duchenne oAb w7 4 —14f&
BILREREG A e 7 4 — 1 GIOEH156
Thb,

ABIF NIRRT S nks, SR AEREEE O
T, HHOETELLRRETRERT L o0
Wimlic, i, BHFUEMBHAE CT R
EEFOHBINRL R OREN X CHE LT
Wice

PEoT, BFERMIEERHCA e 7 4 —
FHORHFIEGNT BT AR Jik b 5 5
CT kzEiel, ZfHTREIE, MR 1<
R TR IR A BRIV H B, LivL, &
DM EG R T A DL CT B3 hT
BhH, 2O0RMERXBMCI VEIRIh AN
ZLDTHAY EEL DRI,

3

ML oZCERIERC I T, @
WAL, AR AR s 7o
EOTKAETREMBAL, SEBIC X DTS
B EAThRTE I, EC- TEK
o CT LMFitftic E OBBR2N LA
ThsHEREIR TS,

Heckmatt HIX1980EY oAb v 7 4 —

il

IERF TR EE R T LT, BRE 0t
icHRTHh- o &L, 198252 iz %D
i o> & AT PR ARYE BT L BB BT IS v & AR B
K AIFCiEfT UC, BEENBECI3HRE
BT X 2 MR B X < ARBET 5 & 4
ELTVD,

HBHEOLOIGOA e 7 4 —EREOBKIO
HFUWIEFLE CT FrRozZEEBiEY
HEBE L, HiTomBxBioTthst s,

HMRELVHE (F1)

43 2 igkH H145% 3 # A % T Duchenne
B A+ e 7 4 — (DMD) 140 & gl B 4
KRG A+ w7 4 — (FCMD) 1 HloE515
B, BRANELR1BITH D, TXTOREH]
DLW ERY EL—R s TE TR Ik
Too IETTRT MR 0 5% A H155E ¥ T O PR
DICN0FITH B,

MEEAERIEIZZ DMD, FCMD & $1)E
AERPESE D 8 BB B R AV e, B0
VDI CTHER SR BRI O MR OH T
THEL, —RENEFHNT A+ 05 HITHD
51 B0ETD6EMTRLI,

CT #:[13 General Electric 8800 scanner
A LT, CT I AITAIRAERIUR DL &
iZX b 420D stage IZEILTC, stage 0 &
B CEBIUR 2 & bhis b D, stage 1 1%
BRI DETIIR 2 38D, FHLEDOI0%LTD L



1 hfrl

ER P CO Z W

1 M 2y Om DMD
2 M 2y 9m DMD
3 M 4y 9m DMD
4 M 4y1lm DMD
5 M 5y 9m DMD
6 M S5yllm DMD
7 M 6y 4m DMD
8 M 7y Om DMD
9 M 7y 4m DMD
10 M 8y 6m DMD
11 M 10y Im DMD
12 M 10y 4m DMD
13 M 11y 1m DMD
14 M 11y 4m DMD
15* M 14y 3m FCMD

P

ﬁﬁﬁhmh., Wil CT | ECHO
1 5 0 0
1 5 0 0
1 5 1 1
2 5 1 1
1 5 1 0
3 4 2 2
2 5 0 0
3 | 2 2
3 4 2 1
4 1 3 2
2 4 2 2
9 4 2 2
6 3 3 2
7 2 3 2
8 1 3 2

BE1  &@EMENERT oo

a. E¥. MlEPE D == —2 8K,

b. a OEXX., RF: KEEER, F:
VI: FiEsf, B: Fo

Gk stage 1, f==—AHBL, mHEe

*:—ﬁTM%

d. stage 2, =2 -2 EETHESE

D= a2 —HERD ‘b,?'l‘fgk S

D, stage 2 (XA O ERIUE A 2D, e
hkD10~50% % L&d 5 & D, stage 3 IXEED
(KPR %2 58, WHieDs0Z U Ex Ldsh
D& ey

LM B A 12 Aloka SSD 810 # iU,
P VALY 2 —%—1% 3.5MHz L7,
W o T A5 KRR e g oo BN & MW A A

Vv, KEBREM EORECERE Y vAY 2 —
—% & CCKEREN & AR R Dl & K
B 2 b ST S h
NAhAZ ’C’;iL;E;k L7,
UM BT R % 3 D0 stage I EI L7,
stage 0 ZIEHW THi==2 -2 @ LA ERL,
g =2 —2Wlgrcd 0, stage 1 (ZEE
DR TH= 2 =R L2 B E O ==
— AR LR bhisu b D, stage 2
REEDORE THi= 2 =25 HlESCE D ==
-NEDbohicwdo L L (K1),

Wiz A7 = A

& ES

AT DL T RBTIT B & 5% GUE G O F i DRI,
SEENETICON T =2 — D stage 733 T
AsHR b (K2),

FATF PR R R & BB
=2 —0 stage 0 & 1 TIHETEERE
stage 1 DL DA%, =2 —0 stage 2 Tl
EENHEAEREE RS 1340 stage 2 DI EThH-1c

(H3)

B ERT R L ORI Tli=2 — D sta-
ge 0 & 1 TX1GIxERLS &HOf 11535 Th
s72e —F, =2 —0 stage 2 TXHIHEH
AT THh-7Tc (F4),

BERMBERE L CT EEOREFZRL

EREERE DRI T,
FEEE D



ECHO(sTacE)

2 ©o 0o o oo oo o
1 oo <]
0 oo oo
0 5 10 15
AGE (vears)

B2 G & RO B 6R

ECHO (sTAGE)

2 oo oo ) o o d
1|0 o o
0|oco o
A A e
MOTOR FUNCTION (stace)
B3 R E T L & BB e EE o P R
ECHO (stace)
2 o o o o000
1 ° oo
0 ocoo
0 T 1 T 2 T 3 T 4 T 5 1

MUSCLE POWER (sTase)

B4 GV ET & 5570 BYER

7o (M5), EBC==2— stage 1, FEC==
— stage 2 DM GEEAREE L, ThE
AOLEMCXFERFClETT L7c CT BEZEN

fo RENE=2—D IS VRS2 —H—%HT

5 MREGOBEFWMEITR L CT il

1-a. stage l D=2 —Tf==2—HHBL,
LR E D = =2 — HREE

1-b. CT (% stage 1 TARBREMICIRULIN
JE(/J)‘HLO) ;)1'[ 5 o

2-a. stage 2 D= =2 —Tiiffi==2—HE
THESCE D=2 — XA D LI,

2-b. CT % stage 3 TKAERPUSANILIAHE
B 5 B DR U 2358 B B
KBCTORHF=2—D S5 VA o

— =M T rr RS,

ECHO (stace)

2 000 o0oeo”
|
1 ’ =] o
0 00 )
B AR e
CT (stace)

R6 HEEEEEEE CT Frid oItk

TefiERLT\wWb, BB =2 — stage 1 DIE
FlCcikfi==2—m@Ddoh, HiEeEF=2—1%
W UAREHC > T3, UMD CT 1
stage 1 TRBRE FHTARBIUE 2 GED Hiv b,
TED == — stage 2 @Jﬁffﬁl TliXf==2 —n
M THESE = 2 —X@BDd bhic, [ UE
fJIJUD CT X stage 3 TKRERPUTAM (RIAGEPHIC
i [ DR IUE 23R D B b

BEMMERT R E CT ufr,l_(/)l.”.]f‘ti:c 2 —



D stage 0 T CT O stage 0 733 ffl, stage
131 0BH ot =2 —D stagel T CT D
stage 1 232 ffl, stage 2 1 i T£plo CT
FRCRERD o, =2 —D stage 2 Tik
CT @ stage 2 34 fJil, stage 3 734G T CT
At Rix e rhE g Lo RER R ARDHh
7o (®6),
IR EOHRDOE LDRR LI,

£

AN D PR AR BB 62010 R L
%4 L7 Heckmatt BiX, D 7hT25(D
oA br 7 —iOWTHREL, 22605
MREBDLENIFUXEFE THo e LBEL T
Wb, 3PIORFRIL2KE 475D DMD &1
i, 5i%D Becker Bl A btaw 7 4 — 1T
BB, thbivTh b RIEFMOIEFTH -
DR ER=2 - L ELREho D TH
55 EMBL TN D, FAEDIEFITD 25800
6ik4 7 A ETD 4PN WT= a2 —Fi AHIE
WHThoteht, TOREE LUIRIERHAT
Hotlcz & & Heckmatt bE b F VAL 2 —H
— DRI o TN e DR E D= = — % il
TEIch - AR YE 2 bhis,

LaL, —BCBEENEDT RrRE LR
TIEFITIE CT MRS RENH D, WHE
BVWHBZ R L,

T ED

APFROHR, UToARY b Eisotc,
(VBT RHEEI s & & b REF L2 xw
T4 OHUEMT A EIRAD - 1
(QBHFHWER RLEBREREE 0T & &
LICEREIRERTH O3 L1,
@BF NIRRT R IOET & & DI RHP
BAaRTH00MmL1s,
(WBFEMBRTR L CT FTREER OB
e REORBEN X S HBEL T,
oT, BEEMEBERHCALr 7 -
FOBH BV TRIEFRIFICR 57 sl s
L CT E#%iel, LZAlCHifE, BatiRpi
N EHETR S k2B Z ExE L IBEHR
EREETH B, Lo L, MHEDOEGOFEM
RER BT B RDIIE CT BT <hTED,
2ODHRBHELEMC X D BRI BRELD
ThhrHEELDLRD,

X #

1) Heckmatt JZ, Dubowitz, V, et al: Detection
of pathological change in dystrophic muscle
with B-scan ultrasound imaging. Lancet 1;
1389, 1980

2) Heckmatt JZ, Leeman S, etal: Ultrasound imag-
ing in the diagnosis of muscle disease. J Pediatr
101; 656, 1982



Wiv A ra7 4 —EOEY, #ilEs XOHRETNRciE+ 515

HEFIB14E BEDF e 45313

BILBSERMR > 2 b o 740 —EOTR CT 0Bk

BORH M Z T
AR T A AN R

e Il e

B OAY, O OR K

—, K L A

P ®EmI L RREE R REE 2 RNER

2 B

BIUBEREF A+ v 7 4 —fE (FCMD)
R DRI, HRTRE L Dt T
B HLRTVD2, AR BEEE hfc il e
Vo 41 FCMD 3661 (5316, #20) DA
CT 2B\ LT, ZodZ Dobyns 245
WIRNSIEZRE (Lissencephaly syndrome, LS)
ERTLONRDHZ LR LI, D)
LS ®6HHDA, 1) BHORBURALY
16, 2) KAHE & BEEERE O smooth
subsurface lamination % 4 iz, 3) 4=
B ERE (Colpocephaly) # 10ficiBab
2%, 3) KEIE, 4) EFFXEBREOBKI
%, 5) MBERALXIKIE, 6) HEEE
DREFEZRLUIHILIsh 57, L L, FCM
D D16G|DEIREER 2D &, 3) KIFE4
B, 5) 264, 6) 1GINEDLR TS, f
¥hb FCMD & oRREAMEIZERTWS
Walker-Warburg fEfE#R Cerebro-oculo-
muscular syndrome ¢(RBEDEIIIDHHH, [F
U LS &LT, HilENnEStELBRT,

H ®

BB EREG A e 7 4 — i (FCMD)
DHEE CT FiRELT, ZhETCREELHD
ERIUR-CRERIE K, REEHEI MG IhT
WBL? O ULisL, FCMD ¥t} % ¥HR B
B TIRRELDHECKEVWTHED LR T3
2, NI ZE S hic flidicv, L 4k
FCMD oD CT *HHRH LT, Zofic

HrRNSAERETE (Lissencephaly syndrome, LS)
CEWTERESA TV BITREYRTL005 5
Z L& o, % 2T Dobyns 49 o3L#Es
3 &, FCMD i35 CT ko LS %3
~, MU LS %57 Walker-Warburg I
&R (WWS)™™® % Cerebro-oculo-muscular
syndrome (COMS)101V L RFEZ DT
AR

EF&EAE

CT X% LS oMk, 1Rl
6 HHX VI FHEX OB 2L 3 4 E
TO3~ABRBCHT bhTn5, FHHICEK
WTHICEH SR TV B, 1) BifofisE
WAL, 2) REHEBEERTD smooth
subsurface lamination, 3) NS E DOILE
% (Colpocephaly) R RDILA (KIUE),
4) ERHIBROBKE, 5) KB
PAEIRIE, 6) BREFHORE— MKk
#Bo/KiBR Dandy-Walker #4174, HIHDIE
#% (cephalocele) ThH B, FAMNhETIT

£1 Key to Interpretation of CT
Manifestations of Lissencephaly
(Dobyns et al, AJNR 1985)%

1) Cerebral surface: 0-3
2) Lamination: 0-3
3) Ventricles: 0-3
4) Calcifications : 0-2
5) Supratentorial midline: 0-2
6) Posterior fossa: 0-3




1 [ELh EBARS CT %8xf2 L7c FCMD (3364
T, 9116, 200, RIEIBAIREAE A AR LT
H2BI9FICRY, FH6dF, ZhboiERX
4T EMI-1010 (120 kv, 10 mm slice thick-
ness) X% General Electric CT/T 8800 high
resolution body scanner (120 kv, 10 mm slice
thickness) THif Iz,

& 3

G EBGS L7=366ITl, £ 1Rl 65HHE
DOW, HH1, 2, 3%RLCREABIZL) 1
g, 2) 44, 3) 106ITHH, BERVTR
b1 EThoteo HHA4)~6) RLIE Hlik
T o toe R 1 EFI R KT T, K1k
ERITHED K. S. #l (ZR) OCTTH%,
fEZ A D k%2 L, Colpocephaly o &
E#&ZEz2bhb, T hiXIEH3) Ventricles
1A% T (82), ZOfERFIL 3938, 32908
THAE LA, WUmiEs, W CAK2 S D,
Apgar score (X7 T H o1 4 24 i)

& 2
Ventricles :
Qjfsmisere Normal configuration
j Gt Mild dilatation of lateral ventricles, es-

pecially posteriorly (colpocephaly)
Destonis Moderate dilatation of entire lateral
ventricles and third ventricle in
nonobstructive pattern
s Obstructive hydrocephalus which may
be untreated (3a) or shunted (3b)

B1 FCMD %@ (K.S.), 4t 17 HA®D
B CT . fIMEHEAD Ik R
L, Colpocephaly D& TH %,

Dittd WENZ I EALE e, REXEY 7
FTuic, £ #% 120 Ho i i CPK 11 9700
U/l & @EfEx "L, 3 HEO FHR TH 5600
IU/I &Rk Y) GfET ot EBITHHIC
BRWENR, 777 —€ A HEAL, PR #MTHEO
O KENTFE SR, UBI0HFA TR 2%
{fAIhi, ZOMBREIDLAGEL, BK
HLITHEL, MOATERZCHE > SRR
FEbhT\wic, LaL, FERME®@E, i
CPK DE {5 72, A#%390 Bk k
BRPUSEM X b BB E 1T Lice K2 127R3
<, MR U2 & 32, endomysium & OF
perimysium O #5&#k D H§4E % BH, FCMD
LMW Lic, Atk 2 7 ATBEEL, DgskT
FBEZE A OSIT T 58, BRI L

JRPUSE S O FE BT, BB U 7oA & 4t
CAEERROMAEHRD 5,
H.E. &, X100

B3 FCMD %l (K.S.), 4% 14 » A BDH
i CT B KB E D EBIUIE 2B ST
B9, IEVEREARZD pachygyria 23389 5
., KAHE L AEESTIC smooth sub-
surface line 2°Z& b5 (5H),



TG, Atk 3 » A TRIEFWREA &
e, #5205 BB RO MBI ST i
AHB, £8 7 A EHEEEL, THE
RMETFTLTV2, £B7HAHD CT TK
PR E DRBIURABLL TE Tk b, 4AR14
AAHO CT TiXEEEBIS T H5H L
T, ZEFERBEADC KA E & B BE A smooth
subsurface lamination 7AW Bk 7o T 5
(K3), oAz i 6T HHD ND
2) Lamination 12249, 3 WRTML 14
tEz2zbNB, £ I A HHD MRI T3, IR
BT RBERIC pachygyria OFT FLA] 52
CRD BN T A (K4 ), PRI A T2 HH
FEETIZIE —1SD OFFCHML T3, &
9 h Ah bEME RO AR XL, 1Y

x 3
Lamination :
(e Normal
ossnien Areas of broad white-gray interdigita-

tion mixed with areas with smooth
subsurface laminations
2uEs Homogeneous cerebral mantle with
smooth subsurface laminatinons, es-
pecially just below surface and just
above ventricles
Birgassz Inhomogeneous cerebral mantle with
strikingly demarcated smooth sub-
surface lamination

Type of Lissencephaly :

Syndrome CSirrefgzil Lamination
Type 1:
MDS 2 5
MDS 2 5
IES 1 1
ILS 1 1
Type II:
COMS 3 3
WWS 3 3
WWS 3 23
FCMD (K.S.) 0 1
FCMD (Y.S.) 0 1
FCMD (N.K.) 1 0

#£ 4 CT Manifestations of Lissencephaly

2 71 J D& T o AG SRIETNgE o HiBl A A T
Who X, MRECHA BRI E 2 RD T
oAy, A9 A CIRBMRERERLTL
b, kXY, CZofEflix FCMD & 2
h, CT E© LS #RLT\5, ZOf%Ee
&, 4@Elo CT OFHEHT LS T ik
107 (28%) T -1z, Colpocephaly (%10
SO B TWAA, Z HIZ smooth sub-
surface lamination ¥ H 2% DA 4 f,
X, BRORBYHALLRT O] GHD -
oo Th b LS #ir3 FCMD 1060 KIE
RaRTHD L, HITTREGNLIL, Sfiix &
hBL0r 446 (40%), RHBEZHDS5THHD
236 (30%) T, EEIFEEILZDHDTEL,
XN, AMFEEDOMTD, —FEXO wEE flik

B4 FCMD # ! (K.S), 4% 9 » A H®D MRI,
Inversion recovery #: T, ZE3-BREEAZ I
pachygyria OFF LM 522 TH % (%),

Ventricles Calcifications Supratentorial  Posterior

Midlines Fossa
1 1 0
1 0 1 0
0 2 0 0
2 0 0 0
3 0 2 2y
3 0 2 2
3a 0 2 ?
1 0 0 0
1 0 0 0
1 0 0 0

Note—MDS=Miller-Dieker syndrome; ILS=isolated lissencephaly sequence ;

COMS=cerebrooculomuscular syndrome ;

WWS=Walker-Warburg syndrome ;

FCMD=Fukuyama type congenital muscular dystrophy



2/10 i, HEOHFEDOHRLID DL 3/10 7]
LEEOREENRL bR TS, BRI, #
MEEEm 6 F, IR, 201, FE2H ARl
i 2 4, AFRIR LG, fLERRAL 1 P1AGE
BHERT WA, EREIFFIFIeH Y, X,
FNFAES 21 Q064§ A B T
%o

K. S. fixkikt®, &M FCMD o3
JEGI% Dobyns ZDHE L LS DIEME K
BMLIcONEALATHD, 22Tk Type 1 &
LT, NIEEHBERORE N L e R LTS
Miller-Dieker syndrome (MDS) & Isola-
ted lissencephaly sequence # & T\ 5,
Type 11 {2 X b FfeBc, RN, KIUERD
fDME DA RT DT, WWS & CO
MS & EhTwbH, WWS 2 COMS I Hifg
+5&, FCMD © LS ZREERVA, »
7 ) OFEENRD LT,

z =

BIRMEMOR /T C, EHEI %25 & T
%o EMENIKORTERIC A bR 525, BT L
LM RC RS LR LIV, ZOFBE, W
L OPDRFEEDIEFEREOFD, EdHFFE
LTabRBZ ENREVD, BRI ZY
ELTR- T B b DD, HRIRK - EHN
2, WS OLDBRINRERINTWEY, &b X
L ABRLENE, NHEEEERAFEZ LT
BHST bR TEY, ZoB5s, KERXERD
6BORYICABIIZThUT Eeo T %,
Miller-Dieker fEfEFED4£EE & Isolated lis-
sencephaly sequence DEFZEDKTHNRZ OR
CRL, 1#MEvbhTnb, IhfmaEEL
T, E, KERRER OO EE DO RETE R
T3o1y, TEEvbhTb, Dobyns %9
RIEREO I, TR OWTRRTWBH, #
ATHH SN X 5L, COMSPWWSIZIE L,
FCMD @ LS iInfeh BETH S, LrL,
ZhETto FCMD o e 16617 1=
W, LS m6EAY R LTHDE, BIE
i RO KEHER 16614 4 FIiCiBDHTEk
h, Ventricles DIEIY, 2820, 3£H201&
th, X, MRERO RIi% 2 Hlc BHTH

h, Supratentorial midline DIED 1 & 2 &
T£ho T, NEBITOMMIER &5 4 B 0k
KEFESHIA 1 FlB Y, Posterior fossa®IHD
2H 1Pl ieh, HGI%Z CTIC X% LS O
Hiemr s o SiifiEsn b s LBbhb s,
LE 4 HRE L FCMD D36F0flic,
WWS £ COMS 2 & THREOF R R
FCMD offfET 5 LEARET %, 4%
TIEMEM LT, BFEZEDTWEW,

E )

FCMD 36605 CT #FHHEFHL, Zof
LS T 0106k Rl Ui, THIZRAL
{ LS %5 T WWS ® COMS & Ol
FRbE2D0OTHY, 4% FCMD DIHR
CT %R+ s, LS ofFRe+oER
FTRETHD EH 21,

X #

1) Yoshioka M, Okuno T et al: Central nervous
system involvement in progressive muscular
dystrophy. Arch Dis Child 55; 589, 1980

2) KREARTF, SHKGTFO  ERUAMETHEH S A b
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o e B REH A TR 7 4 —EDO 1O, IHEFE
% 9; 212, 1977

6) Dobyns WB, McCluggage CW: Computed
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dromes. Am J Neuroradiol 6; 545, 1985

7) Warburg M : Hydrocephaly, congenital retinal
nonattachment and congenital falciform fold.
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8) Whitley CB, Thompson TR et al: Warburg
syndrome : lethal neurodysplasia with autosomal
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cephalus and eye abnormalities with severe



developmental brain defects: Warburg’s syn-

drome. Ann Neurol 16; 60, 1984
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oculo-muscular syndrome: a variant of Fuku-
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muscular dystrophy, brain malformation and
ocular problems (muscle, eye and brain disease)
in two German families. Eur J Pediatr 142;
64, 1984



Wiz bu 7 4 —IEOEY, ikl L OTREBARICY T 2 B3

FATI61EEETT Je s

BB 2 b w74 —ITIT A KEASERRIRRED
Rl o250 3574 —iTd 255

i) B & i}

E S

FR L FEANER

#AWRE = A ¥ —P K R HEATY K E F?
DR FERAMNF P R

[l

= g

BUBMEREH < A b e 74 — (FCMD)
%, BivA e 7 g —DAHCRIR R v A
FTHZETHERTHY, B CT scan TIHNE
Pk &R IR E OERBIUR S m b h, K
FENBE O BRIV DB TH D, HAX 104D
FCMD #iEifFliz RI cisternography % fT \»
RV TR IREN B % 3G L oo MURXZB PIC RI EET
%% % ventricular reflux X9 iDL
H, 5B 1 LA stasis Bl CTHo oo
clearance delay (X &G 32D, EH%E%Y 3 Hlic
Roten’, CT EHEBHEROELOR2H
THh - oo AT ventricular stasis #FRd7c
1 G BIERIAK 7 & DIMETLHERT R D -
oo &AM B early ventricular reflux, clear-
ance delay 577t & ® subclinical findings
ERCED, FMLrDOHMBETEREBO R Y
REE LA, —RCTh LORMERITOWT
B o Til, RE~NOKFIEHREOMERE
EMTH o1

ol

%

BB EREH A =7 4 — (FCMD) i
FIRMMERE X ETHRATHOBH A v 7 4
— L THRD>THRTHY, HE CT scan
LofiEE LT, MEBOBR~hEEIKLNE
BRATERIUR (LDA) #2359, bicdd
periventricular lucency % ff 5 KEERERT R %

8T5,

4E], MAY) FCMD flic RI cisternogra-
phy & 4T L, A¥C X 5 EiWIAERENB O M
FikA T,

® R

LG L I0ERI R F 1 TRd, FAL6
FRID2HETAIAETTCCThED, WTFhibik
%8 AURIRIEL, TOHROEIKEEE, &
R X b 1A FCMD &2 LICERT
BB, BRT1OI, LBIFITH 7o HSFIGE
RFETAMCID DQ 322X b 75 L IATEPH
CRAPEHEE0 L EMEER LTc, TR 1 fl
ZEREEHLTCHY, D140 +0.07SD
BB ENCBL DD TH > oo 1ZIZH
W iefT L1874 CT scan 8 T, NS
KT Evans’ ratio C¥3590.30 & IEH; LR T
Hoteh, MEFAHAED LDA LI iED
bhiz,

VI

BIEGIOKEIGE L, 150-300 Mci @ ""In
DTPA #E&H L h HRBEAR S 21TV, Fv
<= H A FTE LW G- 2 R TR
Lt 3, 6, 24, 48BRRIBNCHT - # - 1
i - MK 5 ARG v Ty, BEE U2
P iR Lic,

RI cisternography OZE{ML, NN PIEHT
& (ventricular reflux) WL T 6REMHI{EE



F£1 H2IEF RI cisternography fifrFFd AR « DQ #5+4

CT findings
Age DQ Head Cx (cm) ==
Evans’ index LDA of WM

case 1 & 7M 54 45.7 (+0.07 SD) 0.35

22 1y2M 44 43.0 (—1.30SD) 0.27 +

338 8M 68 43.5 (—0.23 SD) 0.31 +

4 3 6 M 74 42.7 (—0.28 SD) 0.35 +

53 ly2M 75 46.5 (—0.65SD)

6 % 1y4M 31 44.9 (—0.80 SD) 0.24 +

738 6 M 46 42.0 (—0.79 SD) 0.36

8 2 ly 58 45.0 (—0.21SD)

938 2y 7TM 37 48.2 (—0.53 SD) 0.24 +

10 8 7™ 22 43.5 (—0.14 SD) 0.29 +
* L.D.A. of WM: LOW Density Area of White Masmall ter.

Rl cisternography

E1

TENERD B2, 24HRBTRHERLTV5
L D%, early ventricular reflux & L, 24
BILIBIC S fF3 5 D% ventricular stasis
& Lies

* 72, RI @ clearance [ZP L, 24FF[HEIEIC
TIEH s HiE, basal cisterm X D % parasa-
gittal area I RI EREAAZAONHITTHS
h, TEERIBEEA D D, basal cistern 1T\ E 7
RI£E2 7% % & D% clearance delay & L 72,
e « ImET TAELAD Sylvian fissure N
O Rl ERCENBDHIDOIXERED D & L

i

Case 1 ® CT LI

RI cisternography 7T i

EflE L URER

HNT, 4 OFEFIH PR L, RI cisterno-
graphy OPT R M3 L, cisternography F il
LT

Case 1 (K1) X4Fhc 6 » ARFICZZ L1C
JE@IT, CT scan Ti¥ Evans’ ratio 7#30.35
DIREKEILK L MEREEOIRH 7 LDA
HRD T\ Do AEGNXEMFAFIFZ B> 7o
ME—DHITH DA, HEAETTHEZ D HE 5
R, $7chbEPILKROM N, A, &
-2 DAERIZFRD BT el

RI cisternography Tl 3, 6 iR Al



SN RIERBLI LMCERD B, T Hic24 Case 2 (K 2) X, 1iT7s-> THBMAE

B T H LTI D HDEREYRDDH Z L X FOXFHFTHKEEL T\ B, CT scan Tl fil
v, ventricular stasis & ZMWL7c, M#E~D W=k Al Evan’s ratio T0.27 iR bt
RI Bf1ix, 24WR&T parasagittal area X WLAS, NifAREPRAE RS 7eh S LDA w3
» 4 basal cistern 12X hafi{ RI fERi% R DT B,

3, clearance delay # D ':;%é 15 O RI cisternography TUiX 6 Fi[ii{4 % CHIRKEEE
AL ventricular stasis 7°% D, patholo- PIC RI R 2RO T-H, 24 Tl L
gical ventricular reflux & ¥ S 4, shunt Tub, F7o, 24F[EE T RI X parasagittal
Filiois & RI cisternography Il 2 i area X » % basal cistern 2 X hif< RI 4
B, BPRIEKE R E oD Tl e 2T kR RixiRo, ME~D RI BITAREEL TV,
BEZhThH D, WO RIHENEITER AR S L 727V- T, early ventricular reflux & clear-

FEITEL Y, ance delay #3530 L2M L7,

Rl cisternography

B2 Case 2 ®» CT X RI cisternography Ak

Rl cisternography

K3 Case 7 ® CT % X0 RI cisternography il



Case 7 (X 3) 1% CT scan THllx=s APHEA
HCAfi7ze LDA %o, flipi &
trophy D SE\WTHEEBEI iz 6 7 J DIEFITH
%o FEIRFEM, WEBIILEL D FCMD &2
WrEhTuwb,

CT scan TIXM=ILKIL Evan’s ratio T
0.36 LRSEERD bR T2, IKEFI A
BHo LDA 1%, Rifankic b3k AaRAMc £ T
RO, HBKABELEDOERLYPBTH S,

Sylvian fissure (XK LT\ 505, B Basic
EAZEZTRED T,

RI cisternography T,
P RI 5% RD 505, 24RHE TR L
T\Wb, FEFTNER, 6MEGTEYc Syl
vian fissure N® RI #£EDOELET, Zhix
UFRTHLRETH I BRD B D,

¥ 7, RIDMEADFEIT  2415(iH]{4 T para-
sagittal area X D % basal cistern & X 9 i <
RI 2R L T,

A early ventricular reflux 1< clearance
delay iR 72132, CT scan LB BavislE
BRI RS b b DD, RI cisterno-
graphy M7 R 2Ew RO TIED T

Case 9 (X4) &, EBFELTHER D7
ABELIC2IKT P ADBRTH D,

CT scan I CTEFIFAEEICA X7z CSF den-

sity @ mass % 2., metrizamide CT cisterno-

D leucodys-

6 11 T QU

B 5o

graphy (2T non-communicating arachnoid

RI

(A nd

cyst & 2 X h, B

%,

CFMCHER I T

RI cisternography TlX arachnoid cyst &
[ Sylvian fissure Mo RI £/, K
AN LIRSS L CTue, RSP9I RIERS
(X6 WERHIR = TRD Hhtcay, 24R5RIE Tl
KL T, MEAD RI BT 122414 T,
parasagittal area X RI
HERA R - 72

APIL early ventricular reflux I clearance
#H L, LIy i UREN R
(arachnoid cyst) D 7z fEd5 7% iR toiiE f/l
BH%o

Case 10 (K5) (%, EB)FEEREM D=7
» AR ABEE 7> T, CT scan T
(X Evans’ ratio 0.29 & 1E% ERTH - 7273,
A RMAEEIC LDA %37, Sylvian fis-
il E SR L TWB D, EA%EE R

DHRTouy,

basal cistern =

delay

sure

RI cisternography Tlx4#8% M U T,
WP RI BRI A GRS, 6 G T 5
7¢ Sylvian fissure DFEA7EH HD T,

X F-
N [y

24 WF[B{2 T parasagittal area L 9 %
RI R0 - 7o

AHEMIL ventricular reflux DR B ich
> TeME—DIEFIT, K475 &L clearance delay
HRDIIERTH 5,

LA EDSEGIZ &S T 10EHIIC > ¥, ventricu-

basal cistern <

cisternography

B4 Case 9 ® CT & L0 RI cisternography Jkl



Case 10

Ri cistemography

B5 Case 10 ® CT & X RI cisternography ATkl

%2 Z4H4EfO RI cisternography bl

Ventricular V. Early Delayed Lilt(;:filllt)'
Stasis Reflux Clearance | ¢ ;. -,
Sylvian f
case 1* 1 va + =
o _ L g _
3 s —
l S
5 s
6 ==
-« _ o o+ N
8 s = 8
o 9* — -t
10* = = -+ —

lar reflux, clearance, /545D T
FLHBLEE2DIT LA RIS, Thbb, 1
ffj>  ventricular stasis % {5, ventricular
reflux 7% 9 ffil & fed T RIC il b, MR
~D RI E£FICB L Tafilic
NRD BN, EAEZIHICOARD BRI
75, CT scan LI H2TIZREMN AR A RO
L1 HMOATHDY, D 2 HICIIIERENZE
B3 4D > 7275, RI cisternography /A4 7E
w1,

clearance delay

Z &

FCMD RGBT, KK« Mo/

Jl“*’l[“l (micropolygyria), 47 KMEN-ERIE] o fi
s C D HERERAETT 4, leptomeningeal

ﬁbroghcal proliferation 23 &1 HN Tk H 2P,
CT scan [ TliiE~ 2 o Sk ke, M

FAPHEE D LDA 2ERiciBodbhTwbY,
FCMD 2337 Lo & L TR b B Ictf
U, KERE 2 G OF LCERIR, 3 OB S A3
HRENRDIOICH->TWBYY, LI,
Fokic T2 i L Tuv 5 Walker-War-
burg JEMEREIC, EHEEEE U CKETE, M),
HEETZ R S 2 CHETTHER o A v = 7 4 —
RGBT RAE LR TWA Z & &b, FCMD
DEFET TR IcV 2 LD HERAIRE S h T v
5V

% Z T, CT scan EMZEL Kk X PVL
PN EEHEAE LDA Z/Rr3 2 &b, KIA
IERRBED N b oD T, FCMD #i#l
iz RI cisternography # Jif7 L, HHIETGEEZED
TED R % 1T - 720

ZOfER, pathological ventricular reflux
FEbhD stasis A1 fFlA BRI, FH 9 G
8 i early ventricular reﬂu*{ %, Ll
IZ clearance delay i@ 7z, & HIT CT scan
FIRENERERED e L 2 ELAELRR



Do,

~ Ventricular stasis % §2%®7- 1 ff] (case 1) %
SHRIE A I EVEE Do 7o, early ventricular
reflux, BE DR clearance delay ILIE
HTHHDOLND EDORHEY? 25 bH, TOF
FIERALT UL BT,

AFETiL, RI cisternography _E subclini-
cal 72 % FCMD £fnETHZ &L
DI UTeh, BIRTEIRENARD BFC X % KEUE
WRBO G, FCMD 3D THitcb D &
EHIBE I,

X

1) % IEF, \UWHEPARS : G v v+ 75 7 4
—o FUNREFARIZB, shiliE, Hgt, 1981
p. 98

2) EEEIR—, BARRS : EXBGHCAbr 7 4 —

FE—4RICRINBIERBIG O A b r 7 4 =D\

To WEEEEIR 3; 962-966, 1985
3) Takada, K., Nakamura, H.: Cortical dysplasia

in congenital muscular dystrophy with central

nervous system involvement (Fukuyama type).
J. Neuropathol Exp Neurol 43; 395-407, 1984

4) FR=ETF, REREL : EREHCA e vy
—iE (fRBILE) o CT B, CT %, 2; 341-
348, 1980

5) IWHBR, K : BREHCA b a7 4 —E

GRILE) ORGFREFEZ BICEIFL X 7o L iE

Bl—% DE#H R OB EOLEL & BT BB
T2EHE —, CT Bge, 7; 8891, 1984

6) FABFER, IPBEAD  KFUEREE - e KH
VAR 7 —IEOHIRG, BE R, 6; 36-41
1974

7) EHEPE, FWIEED : Walker-Warburg  SEIREE
BELBERESH A ey 4 — (FCMD) o
HIEMA? &R, 17; 269-271, 1985

8) Bergstrand, G., Oxenstierna, G., et al: Radio-
nuclide cisternography and computed tomo-
graphy in 30 healthy volunteers. Neuroradiol
28; 154-160, 1986

9) BIHIKS : Rl B> v o757 4 —, BE%H)
REISRER A, AHB—#, AOFEEE, KK,
1979, p. 57



Wi R bo 7 4 —EOEE, Hilkl X ORRIRCET 5PI%

IR EEE DT ZRd

&5 OFERLHBA 2 E#E Uc 1ES]

¥ AR & i =
AHRAF RN

cEmRE W M

oA H

£, m 18 m

A EBK PR

ZE B

BHER22FOF, WP E HBETHY,
CEREDIERYET S L0055, 1IRHE L
D, EHONREL Ieoteb )T ETHIE, =
DE LD S HIRENRKL oo TE T, ABE
B, FTECE LV, BB REHIERID
b, BLH, M, (o4 =7, FHEESH
Lo, M CK #2920 1U/1 &
&8, GOT, GPT, LDH, aldolase, myoglo-
bin HEEHER LI, DEM, L=a2—-ET
OEEOMm R #Dic, HERTIEERIETE
RrHERD Hh, FEREEOH R, MHEBRTE,
R HED FK/NARE, WEEK DM, fiber split-
ting, ZHBIEBHEDOTFEDE Y, FHEHA /)
PHEX I LTHRLRAMAD Y, HERENR
LERIRMRT R L DRETH - ko BRILKFB
FRTEAAOLBEMTCoWT, EERT-
o

5]

T o, B REFEVRHIERE
F#EL, miE CK {H0 LR, LHEERE
PSR 1 2R LD T, ETOERE
¥z, B#ET 2.

il

T f#

B 22%, 5, &#Bo

BEAEKE e &b ol

REEHE : WA W& ZHEIBTHD, BEIEAE
Ax&H 3 ANTHBHH, BMiNAAANERKIE

KEELTNS,

TRE C1RE L W ELOREL oo TE
fro ¥z DEHIDHL BIRENKLI gL TE
Too HREERBERICID &, S DRERETE
TR e TE e, EHEML, AE2T5CH
75 AThH o & bFHoTiedy, KBEOEET
fBDEECE o e T F vV IiEE
Tl ot DX 5 ROV Tn i
2%, KALFKED ESTHEHTHS EETHIZ
Eedbfel, BEEEYZ2 T AT
LC\Wic,,

Mmeoss4 B, BiaAby, EEXXZL
foo FIRIBE O ZWI R T 1ot RIRRCHT
B a s S h, MIKORERBE~EN S
hice T2 TARAREDEL OREXZITICH
B, B, BREOHECZMAY T Ihic
2%, IMiE GOT, GPT el omEfit L bic,
CK fioZE L\ LAY b ich, Sibeia
AEhit, BAM6IZES H 6 BABRDOET &g
o

ABWBUE : 45 165cm, {kE 75.5kg,
Bl LB thkk, MFE 134/74 mmHg, k1 84/%7,
EH - MEERTER. MR T RERE
T\, SEERTIE, MEERHOIER b &
L HYEOFRTH D, =it calf muscle &% -
> ELEETHY, THREKBETS 42.5cm
72 4lemo KEBIBIC b FHIT, KRBERKEITAH
53cm, 7£ 54cm (K1), ERficIsWTd, T
Bz & cikies, BRI, =SS, ik
it LW LHRIBRAED DI D, M
B3 5Eaidicv, EEHNT A+ TH LM



B1 B#EO Pl KRG, TFRGOEAZRS

WIS Fixre <, BINEA 44kg, £ 35 kg
L2 A3 L%, hopping, WA & o —fik
FEENSREIC R XA bR, S 4 b = 78
%, Wi, BWMEERER L, FIRCRER
BRI 2 2 B B 25, i fasciculation,
myokymia 7¢ & ORPERGET) XFRD I8\ T
B, EECCURREE fous U AR T RS,
PTR (XIS, ATR XIEH. W04
RSB I RRER, A HIRERICIRT 7R
TENv,

WA AT« K, AWM, GOT 153
1U/l, GPT 1621U/l, LDH 354 IU/l & &,
CK (% 2920 1U/L (1E%5 20~100), aldolase 22.6
mU/m! (IF5% 3~ 8), myoglobin 320 ng/ml
(1% 60 LA F)o CK isozyme (X MM 1A% 99
%, 1gG 676 mg/dl, IgA 237 mg/dl, 1gM 181
mg/dl & 1gG DK Frildbhsd, GTT ik
EHo. HURBREEEE Ts 1.11 ng/ml, Ty 6.5
pg/dl, TSH 1.0U/ml LIEF . BiHXRIE
200mmH.0, KEk:E M, fMfa% 0/3, &H 40 mg/
dl, ¥ 68mg/dl LIEF. DOEMILOMESE O
Fiie Az —DEMTE, LEERIVES
PRI ORIEARD b b, L==2—HT
3, EEBOIKE EEEED EBHEET » 5
D, LUEHEOFR. 2V v ALy v s T
ik, EBEBOIEK &L TORD AL DN,
PoiRD D,

W Tk, 28 ER I 2 WE N 5 12 positive
sharp wave 23§ ® B, BHIEIHEN < 1k
motor unit 23BN L, & < LI
BTk 4~8mV DEIRIEEMIED b b,

KBRPUSA A (%

A RAEROKANARE, NEKORIM,
FRREMIC g - 72 %34, fiber splitting
NEbhd,

B : &% L MR D/ NEES A 5

(R 7

& 2

TR e d KRS (3 Erp et € 53.8 m/
sec, TEHMFET 40.2 m/sec & 1%, ZEABRPY
T » 1o WitE R T, iR oK/ AR[FH
BT, MERHRAE L <&M Lo g
ELTHRDBRS, LZAHEZAHTIE, EMRHE
HERSIEER R I L CHEAET 2 (M 2), NER
7% DFRAEICFRD B, fiber splitting 3 %
bhd, &2 hHEAIMTREMEITH - iR
HEC BIRARAE, TAUCHE S AABLSER Sh
%o ik LYt TcH B L, type 11 predomi-
nance 7°% 0, #&T® fiber type grouping ®D
S aabh 5. FifkiEDZEMCILKIL, type
I fiber 123 type II fiber CH &b bH,

E

Al £ LDTHRD E, MREFNNTIE, T
WCHEWT R STk EE#EL, €O
EFEHAOFTRCRZ LV, CK #IX L ET51M
EEAOREEMEL’D 5 R MRRRED
FTRTH D, BB mEERT R & kR MR



RoREL Bbha, LHEEY AL TV
%o MIBIRIEREOALELE LD NS,

T, AREOMFAMTEZRMOEEOFTH
A TAHRDE, ETEFCRESFRTERNG,
EREFFREREIE (Thomsenfi§) HFUSTFED S,

LoL, BBARMCHHERMICD, $4t=7
NEoslel ot LX), ThIIEENT
BB, Fic hypothyroidism ZFE 5 FHIEA D,
FIRBBEREREORE X VB EMTH 5, BEE
s AL OREMIRECHE S myopathy D
WTh, BRIRIERR, RERS, HERF AL
b, ThEWiik-&H LI evidence IX7s
Vo LnLABITIE, {52 ORE R
b HAEERECRICE VT, S5 E bk
HEAED TR NENH B EBbID,

Hypertrophic myopathy (hypertrophia mus-
culorum vera)? X, FREEANCH D LHRRZ
WRHEDIBR D Z N H B BIHABT, KHDN
TR bR X5 T BMHRNES, TfRiEo
MEELOF Rikic v EhTnd, Likdis
T CK o EFdicv, —7, @FEoM
Tk i4 b =TBEARORS EIh TV,

DX 5AX Y, AL hypertrophic myo-
pathy & L LRI D,

ST, Iy CK DF Lumfl, OifkEdy
o, HARTHREETNT A LIRS bh AL
ExBHE, HAEGCA e 7 4 —fENES L
THERN O G LD, £DH B, Duchenne
I ERMOETE 5 1 RisBH, Becker #
HEEWE Tk D EERENIRRICh B TH
%, Calf @ pseudohypertrophy 43 %$ A 5
n, HERCHARD R CHRRFEERT Raih 7
Y OFETCRETH LORHK? bADRB, L
oL, BEHRIMHESETH DO T, Kol
SBIEEROR TR S, MO IS
BHREREROBEE LD L0550, A
DISTELCHIERYEL, Efr o7l
RDIh - FEGIE, bhbhORFEL 2l
AT, “hE CREEs N,

—7, MEM MEERMET, ML iR
BHOBEZRALRICEZ A0S, HREHED
FKAECAXRAT TA B E, FREHEREDOS
DRI —FED BNV E»TL %, Bouwsma

& van Wijngaarden® %, # 5 v A CREBR LA
100 ffl> proximal spinal muscular atrophy
DERIERY ¥ &b, 5B 14555 23 HITI,
calf ® hypertrophy 235 9, Thit£fHk
Thote BT D, ZHBDFEFITIRTN
TiiE CK flid ER7 B Y, e iiZs0UT
PIETE OPELT 1,000 A EETHHL H-
72c Namba 5% @ chronic proximal spinal
muscular atrophy 382D fZHrTik, muscle
pseudohypertrophy {Z15% A BT 5, MM
W CK flio EREH 1/3 DIEFIC A B,
AR TIR18% DIEGI THFRRIE & MFEEOTT R
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10 RVM Group 2 ORIEEHDHAG

<, EFEHFIER OFRRIEFERNI46.948.05% T
HB,

@MFBFER I X OFEE - FIRIERI1248% M LB
THE, B E ORI (35 &0 R TIE),
PR IHET 38% (LW 10%, TFht 14%, E
T 14%), H5%5, WS, Mgk, ueFps
75 & O ISR © WK 17 %, BATGAGRRE
10 Th » 1o, ¥ BB O MBI 1.1+5.6
ECHEEME T AL, B E T B
2.3+4. 4 FCUETREE, MaEREAHBLT %
(K11, PUEETFIHET THRIAE L7IEGI L 2 HIA
4 fELAPIC oculopharyngeal muscles 2ifiEsE
IhTuws,

£ =

Rimmed vacuole i% oculopharyngeal mus-
cular dystrophy, rimmed vacuole F3& {74 3
A3 F —, EERYEMZERIE s £/« DIEIET
BRI DI RMTRTH 5™, L LIk
MWCHEZ B DR DL, S bav Py 7 ¢4
A F— BT H ragged red fiber DX 51z,
FORIEWF X HE 25 ECIREANTREEZZS
NB, APIECHRIT 5 rimmed vacuole myo-
pathy (RVM) &\ 58542, %8 D rimmed
vacuole 2T 5FEATHD (FichbaifiE
VEMTZEHAE, BEBUW, il Mg EwER<) ¢
FRF DR TP L T—2D clinical entity
TIRIgD, RADORIED A h = Xaw {0k
F2ohb—HOKET, UToX5h3tEm3d
DEREEEY > T b, QD rimmed
vacuole, @ CPK 2 REE/c\v LApSEE B 5,
OMEN TR Ui LR RS2

AEEPRE-RETERRIENREE
—1.1£5.6%F
m| 1 11 m
-20 —10 10 20 ¥
OEEBRE-ETRERSRE
2.31+4.4%
o nlllln
~20 =10 20 F

11 mﬁiiﬁhg&ﬂﬁxbﬁﬂﬂﬁTﬂﬁﬁﬁkﬂﬁF’ﬂ’
¥ X UMET BRI BL & o WiR]



HRU D, @UIELIER KM, ©OFEb %Mk
FOHAi. RVM BIERMICIHEEORIET
b, FORRMIEGTIRDOLADRETD
50, RIABRLLSAWTHHEE FoaEux
FRRIERIC S LS Tirbh B LT iev, Bl
M55 RVM O CREM 7L clinical entity &
LTRD LTS DRI D, FIERBT
% rimmed vacuole FEArHE I 4 F— (RV
DM) 7% clinical entity T#H % 0ELIKHR S
HT B,

RVDM (X FRGERALH & < WCRIBEF IO 85
ETFCRIEL, WIHET, ViZHIafiiEcL
THHEIRTB?, Ll CT ¥AWTH
FEEON AR Lz o g TOWEY VR X
VAFIZROET, RVDM B35 FRRIFOR
BOREEEIRIE /b D2 BEER S D F TH4
THH T &, KEBORGHIEACEIECRE
T h 0kt UTKRBBOMTH 5 KERVITHA;
GBI Rchbz E, KBEHRZILDLEL
TEHH MR, FSHALB o EERLO N biThz
1 X o CREMECEE S h b e il 5 mAr
B 0 S RBUITRHEBTH 5 2 LI HIE
oo T&EI,

T LIZIEELE, & ARV STCHE LICE
P X 5 CEEMGHEL FEREIRTELT, U
SOV BEL & E B E 2 Ay, £ D
ftD T RVDM E£K AL THHEVS X
5 HREBIDEIET B0 2D X 5 IERIX LR D
ik RVDM D spectrum OFRTE DB X
B ERTHURETH D, LT RVDM %
clinical entity & LCE 25354, EMHEL
EWCHREREVRINETHY, TLARKC
AR 330 B B SR DR R fiRix
MHRTHIRETHDELEELD,

TCD XS FEO BRI ATRTH S
2, EZEFTIRETXERDOTHA 55 RVM
»HZiL oculopharyngeal muscles O [ X
N BIEFIAS oculopharyngeal dystrophy, oculo-
pharyngodistal myopathy DD b L4
EXRTWB, TOHRT, BFRiCbidR
JEMNZ B, BlL oculopharyngeal muscles ©
REE X hGERAGEALO RVM, FHUIEAA
BEfRro RVM o#iE»H v, RVDM & oculo-

pharyngeal dystrophy o [0 gtk % i3
Hirx b b B,

FZTAPRTIE RVM % kK & { oculo-
pharyngeal muscles 7%FEE X g WiE f
(Group 1) EFiEXh BHEH (Group 2) D 2
B, FhEPhoBRKGF SR LTAH
feo FDFER Group 1 ZOF &1 : 1.14,
@S ERE E MR, ORIEF
312 26.1+5.9 %%, Group 21X @O FH&ltl :
0.33, @WRLAEENREE LR URA, O
RIEERNT 41.8+13.1 B & Bl BBV,
RIBEMT K E R ERNBDO ORI, Tk
Group 2 IRIEH DK £ b 4 ELIHIC oculo-
pharyngeal muscles DWW Fhr 2 EEIRD
DXL, Group 1 Tk 71% MFRIAEH 5 4L
EEBL T, 2O & RVM IR
ek Lo 2 PRI KX T H T ENTE,
¥t RVDM o#§4% oculopharyngeal mus-
cles p3fEH S W HIEGE TIRRT 5 L A
WThHHZ LERL T 5,

Group 1 DREFEFEEDHLIERDMTH
, FEHIEMEGDORTERRDIL . TD
KB/ hEcic RVDM L LT#HESHh
THEGITH b, i —EomVEEEE X
bhHM, BEDLZAThEBE—REBE VL
B ORI sV, Group 2 (T IIEERY
290D = bR- Tk D, BIKHTHWL
ONDEBI BRI TV A IREEE YV,

e k5% ¥ T Li¥ LiX rimmed vacuole %
BT L XhER ERE & 75 inclusion body
myositis O FEIEFEH O 54 & K 12 TR T
Group 1, Group 2 DFRIEFERDOHT X Y IKA
DK EWT Ehod B, FEEEOFFERTRE
Lok ~Nfc X 51, inclusion body myositis

RERIRAC SRR DB & LU 7cBEE
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THHY, FREERY ZoBMREMRT LY
ThbHEEZB,

X #

D) JIBE 7, WEEES @ kB, XBoOMEHRIC
FW AT RO % R UTORRLAR LD rimmed
vacuole myopathy o 1§, JEAHWEEETR
Tt WA PR 7 4 —fEOEY, FRBEIV
RIS 509 (A FBMGOEEFI%
BUREEE, 19864, p. 10.

2) KRR, BAHEK  EEE S+ F—, RN
Ft, 20; 555, 1984

3) KREHE, FEFESES : M EEE O 2RIt
o7 distal myopathy D—JiE), #iERNEL
12; 40, 1980

4) FE—, FTWETS - Z0n rimmed vacuole
%a8¥ 7 oculopharyngodistal myopathy o 1
B, #EEPIEL 17; 71, 1982

5) BEA&¥E, NI FH : Rimmed vacuole & dis-
tal myopathy D¥4#5 CT Fifl, #iEMIE 26:
287, 1987

6) BHEX, HE—HES  IBABLOHIER S LT
distal myopathy @ 1 %% (£), FIKAE, 23;

347, 1983 -

7) Dubowitz, V. & Brooke, M. H.: Muscle bio-
psy: A modern approach, Saunders, London,
1973, p. 231

8) Fukuhara, N.,, Kumamoto, T. et al.: Rimmed
vacuoles, Acta Neuropathol. (Berl.), 51; 229,
1980

9) M %, WNEREDS : HHECET5 rimmed
vacuole 7o\ LIZZz 0BUFT Hicow¢, FAH
MERBHIRETER oA b w7 4 —HEORE
BB 2 BRIOBT9E (SHFHE) FBRISTAEEERT
FERR R, 1983, p. 237.

10) McDonald,:R. D. & Engel, A. G.: Experimen-
tal chloroqixfne myopathy, J. Neuropathol. Exp.
Neurol.,, 29; 479, 1970

11) Kif3EE, 3 L2 S : Rimmed vacuole Ejdifr
B ok — ik B ERBGREARR - BEIRY7e
LUC CT X 2HE, HEIKAME, 26; 1174,
1986

12) Fukuhara, N., Kumamoto, T. et al.: Oculopha-
ryngeal muscular dystrophy and distal myo-
pathy. Intrafamiliar difference in the onset
and distribution of muscular involvement, Acta
Neurol. Scandinav. 65; 458, 1982



oA b o7 4 —EDFEYE, KBl L OHEMEBCET 5%

PRI 14EEE B iR

SEGEERIC S 1 B RS DL & AR 5 BB O

Bt B ¥ M

FA o

HE ST 2 THABE I eE PR

sEpEE W oE KTV 8 N XK

o, W & @0

L m&#ﬁi@ﬁ?&ﬁﬁﬁd%ﬂ D FEIRBIZREE 2 RrErE

BRI R BILEENY, PRfto%:, M
B BT HFRA EBEZTTERFL, K
OFABEBADTHEAFE LIS Lvbh Ty
%o ThbixE s LTEFHEESIC X 2HI%C
HLLDTHBH, TTHEB AR T 2 HR
ik, ZEtE, BAEOME T B ELL
TWAREIREIN TV S,

B A A BRI BT 5 02t
B IUOELBRY, KEBEOBRRSTHS 7
r47mx 75y (FN), 7 3 =7 (La) OB)
BREEETA Z LX) HEERHE 1T - 7

W& LV FHE
HEREREERE LTF 2 vy v 2B
Atrr7 4 —iE (PMD) 56, <yh—%7
R PMD 2 6, SRSk 2 4, FAUE
PMD 1 fDE 10T, FEEREERE & L T
2, T —HANAS e R=F Y F = (K-W
%) 2, ¥ v v—fEREEL GO 3BT
»b (FE1)o

IR bDIEGIO AR X Y BTN % (FR
L, 1% H. E. Rfal, FREo Rz,
FAED RO HWi% T 7. D P TT
FN (x50), La (x50) Zilobifkx AT
BRI TR RO R T -l TRBERHEL
teavaFr Y vA (Con A, X40) ==
2v 75w 1 (RCA, X20) %R\ TR
ERORBYHE LI, 2V tr—A LTI
2O ERE M S AV CRIERE LT - 7o

" 2

BRI I CHEME LD BE AT
12, FNIUEARHE0ILERE, faRk mEwH
@i H b, AR Rtk R RS-
foo La i3 EEEREE & SR fattsiH b, Con
AL RCA T, EAEOREMERE LT
foht, EEE, Ak M EHRINC TSR
R MDA B, ThHIXBEE
CRBEINRTWE LD E—HK LT, av
Fe— AT TRERETH - T,

£ 1
No. Age, Sex
Myogenic Disorders
Duchenne PMD 5 (6yM, 6yM, 6yM, 2yM, 2yM)
Becker or Limb-Girdle PMD 2 (13yM, 12yM)
Fukuyama type CMD 1 (6mM)
Polymyositis 2 (53yM, 50y F)
Neurogenic Disorders
Kugelberg-Welander disease 2 (6yM, 3yM)
Guillain-Barré syndrome 1 (4vyM)




1 %%
HE #:ffu ks X O FN Hifkic X 5304

2 Ny oA —F R PMD
HE ¥t} L O FN Hifkic X 2806440

’ﬁwkwmwuht”w B AR T
WA C R SRS ASHIINC 54k, WrZd L
FRAE PN et 1 ﬁ\.ﬁ._’c\') Hit7z, Phagocytosis &
fa A o 7ofiffE Tk, ARSI ELE L,
macrophage IZ—% L Tl bz, FAEEAE
i, 23 b BB BOE R e A b o TR
DOOENRTERD, hiEled O TERNBYEE
Rdbhic (F1),

FEIRIME <y H — B % 7203 iS58 PMD o
MRLAR T, 2 FMI% & R EEERRAE Tk
ECHE DM ZL &, macrophage (Z—3 L7z ko
Pett i 2 GE e Hit7z, Splitting 2 cytoplasmic
body iZ—# L T3% FN, La O¥efai:n385 5
e (M2),

T ave v E PMD BEOMRKCTL,
iﬁwﬁﬁwk%ﬂ®tﬁ,toﬂKW®ﬁﬂ
2 D b, BRI A HETY
Wy DAL FFAE L TC wsx

MR T, FAEMNEHE L it
HEIERE > £ ZAIEICERD i, iUk PMD,

H3 F-v+vzE PMD
HE #:f8% X Ui FN $ifs,
BT La HifkiT X 28064

K4 @WUREREHS A b= 7 4 —iE
A. HE ¥t LU La HifAIC X 280686
B. #i FN ¥ifkic X a4

Mmlifﬁ%/x\a74—ﬁ (CMD)
DOFFE T, -HE Ffuc THRIE O &5 & 8%k o8
AR OGE R BT, La T X BHR{OT
i, HERCE S oQEEAHBL, £ < o)
BARMELFE AR LTk », HE JfaT
O WAZHNIE DA (F M U7 i 2847 L
T h B EBiric, FN Tk, La LRk
HIE NS < OYetath 23878, MikPIgta
HHRMFICRD bh, Ao G £ X



K5 7—45A=Ay <=5V FL—§{
HE #:«fa, # FN $ifk, Con A
B LU La PRI X 2 8005A

WeETch-7 (M4 A, B)

PR M ZE469E Tl nuclear clump JRIC
FEfi Lo g s v h, KRR D ZE L
XFRAE RO BT, WEREMD oo o
(H5), LaL 6F 0 K-W KoMk TIL,
T T R PERE B TR v L [k 7o
DMIZ-L NGt g Shie,

£ =

FN (TIEICHE, SRffE i, P o s
Ry M3 smo FHEEAHTH Y, mHic
43 % plasma FN L[ —OHEEEHF T
5o IEEM D surface FN (ZAllla0#84®
), fAEHEEOKEXHE L, plasma FN (%
opsonic glycoprotein & L T macrophage %
FoRMFEACERE LB %>, 7 Lal,
UL EEBCHFETS Ao HEEATH D
ny, Rk filaoss, EEREoHEEET
HEvbhTwa,

VR OE TERMEIC X ABZE TR, ki
DVEMETE I LctR b AR D ZRAF L T B 18
FILKAEDBND, L LESEORER X YK
BB BT, B oZ Mkt - TR
BEDRER S Tixh e h OZFLZ A LT 5HA
RENT, Thbbiifgfiosic L v FN,
La oJEEEEGEME IR, AL, iR
PetatE 2GR bvie, FEEEE D O A B ifR
HENTHTHLITE Y, HEOLLIC X h AR
BRCEEP A UL oSk E L Bizhd,
FEHEBICIE FN, La & b X 52 REMEIESE

WETE LI FAE L, FifaffE o B k5%
LETHEEECTHELI DD LEE 2 bR
5o

FAENTOYEEO MBI L T, AKO
TLENELC TV 200, MERS DAL LS
LONIARBATH S, LA L necrosis IZHE <
phagocytosis D EFE Tlx, opsonin {Ef% & 2
plasma FN & La AEELEEAHEH-> T\ 5
HFoME S, T, ZHICHE surface FN
72 b plasma FN ~D#R#z 4 U Tus % nJREM:
LE 2 bhTc, SBIEE/ 7 e —FAHIKTD
BWERPLIE LBz 5,

AT R VT, M Lo K
B 2 N A OAEEBEAEZE S h, TEfE
J% % - 72 satellite cell 1%, 4> < & 3 myotube
DEFMETIL parent fiber X b EEEL, BI{EIC
BLTWL D EHE 2 BN, parent fiber DI
IR BRIC B W TUAEAD S D TiRigu &
Bahic,

MRERMEIRE T, FRRAE D ZERIT T L 2R
R 13 Fa A E L H DT, KRS O %
FFIZ neurotrophic 7cf&iz b\ Wi DLE LS
Hfes

fallfy CMD T, #i FN, #1 La §fuc
T HE RO TOMEOREMINTE < ORI
B @gE S, BIENO SO BT 4%
ERED L DT, HKTHAH LS
foo EII N OESERNCHE U s X 5 I/ MR
HER A D /INE~ TR EARHE D KT T iE AR
LRBEOFN ORfaErBd b, 2hb
BEER EIE L, RBGPCTES,Y
ALROTREVWA LRI, LELZIAhD
7% phagocytosis % Z T TV HIZFEA LT <,
La (XD AFELET 2 BT T KR &
LTOFENED bR, FHRERE & R &
e L S AR R EE 2 bl

¥ LD

1) WIRHERR B CLE st D 2 M pE SR
B L H BB,

2) BTk, EEER S R E R E L& iR
Dich o1,

3) f@IE CMD TR OB,



RS & fREESET (DR LAFTRCHh - 2) Gulati AK, Reddi AH et al: Changes in the
2

basement membrane zone components during

4) WERE DT, ToHE OISR L e skeletal muscle fiber degeneration and regener-
FhhsEBzhi, ation. J Cell Biol 97; 957, 1983

3) Laurie GW, Leblond CP: What is known of

¥ Ak the production of basement membrane compo-

nents. J Histochem Cytochem 31; 159, 1983

1) Gulati AK, Reddi AH et al: Distribution of 4) Pearlstein E, Gold LI et al: Fibronetin: a

Fibronectin in normal and regenerating skele-

review of its structure and biological activity.
tal muscle. Anat Rec 204; 175, 1982

Mol Cell Biochem 8; 103, 1980



oA v 7 4 —EOEY, FHlki LRI 55

TR 1EEERF eI -

Mitochondrial myopathy @ % ¥ fiERAATD

SR FREE D ALE 5 1)
—— EIBR 6 SEHI 34 Ix B DN AR B 0 EFHI B —

) a M Xk

N :

BLRITASEIN B A RE IR

Epies £ B OEETY, B 5 OE 2P
VS L SN S <

D BLRIREH =

E B

IraVFYT e A F LR
FREDO VAP LML - T IEDh,
BKGEOLE IMRHIh, 1O TOMKREE
W O EEAD BRI F ot B A H HERAHER
ELTHMEST bR EELE, ZonHERE
LB OB X T b,

HE 6 JEFIOERKMRFICR VT, £
ETAHAMREERGDO S b2 v FY TREX
N Choto ELAHBREFOHKILLH LD
SRR LA o oK, EEFAIOLRE
B TR UEGEEYE LT 5 & bR
KB BEK LA TRLER SRR E
i, FOERCHANNABERESEYKE
EATHRT EIRRESVEV, LALLM,
WIEFIER E LTRSS L, TRZoffh
OHBLEDLEH2/3DHTH bR B Z &
i3, BREKEXE S RO EABREERTT
HHHERBEIT>TWEVEVLZ X Y,

FL®IS

b2V FY 7+ 3F-3F— (mitochondrial
myopathy) DE&CBEIRBILER LV 1O
& DRSO R ORERIT X H IEBEH LoD
BHbo MOTRIGHRE, HFTHHBRFBRRE I TH

2 FHRALH R AR

Xk, ocular myopathy & %\~ oculopharyn-
geal dystrophy /s KDL A v T 4 —FED
T HAANR BT Wb B D, BPNIE
FZOFELPERH ORI LS Hol, L
L, BETRI bav FY 7 345kt
Fav FY) 7TOREEEL, PRMEERY S
UHYIEREE TS SRFIEE & b Kig &
A, DL D heterogeneity AEHFH IR T
Ho TOT LIMRBHALLLTHIALrT 4
—fE LR AT A LB, KAk
DIFRFEAEBOMIC L Y, FOREI LHED
FB Ll Bs LFEIRS,

Sal, RAIPERLI6 I OWTil~R5 &
EbiT, APHEFIZ R review LCHEHY
SR AR, FRAEGEORERZITS 2 &R
XoT, BREF I Vav FIT » 34 3F—
O hER & Shc RGKE L PO ER L
U,

HEREIDHIE

A& VRIE1E6 7 AOBICER LA 6 G0
SPAVEYT c iFRF-HKRIR T LED
too 16—66F DHE 2 fil ¥ 4 GIT, FIFRE
BN 13—36F TH %55 b 24lik MELAS
(mitochondrial encephalomyopathy with lac-
tic acidemia and stroke-like episodes) ZET



&1 N6 AEFIOREE

case 1 2

G 5 66 43

3 M F

x E M — =

¥ W OF 30 36
1 ¥ AE Ik ptosis %]

WIR + +
I LA - -~
o 7 R = =

B, 5% ' +

5 B - B
A e 5t — —
stroke $E Ik — -

CT B % - —
A 7r—xA — —
fifl ¥ 2K 5 hn 4 -
i FLEE A = =

o |

3 4 5

44 49 16 15

F F M F

13 30 16 —
56 i 71 stroke =

1 case 2.
RERMRAZIE 72 (BEE),
Bses s, RECBREESOHIRL 4TS (FHA),

HlAaElc, %o 4604 2 Gl FRGITH 3.
MELAS % [\ T 4 filFR 3 fiC SRR E A
HMBLLICDS, IRIERTH >7DIL case 1 D
ZTHY, 3HNIHMIICTRAE, Wi & G
HEBLE L TW5, case 2 (3 FHIZREEB)IC
R 2 FRD T\ ANEEN O KIEIC X 0 IR A A
LRPFRTH -7 (K1), case 3 XK
T CRIEB0E A T\ B 2SR IR AHIFRBL LR
Bbhitig (K 2), case 3, 4 T RMHREA R
IZT onion bulb JZHi% 2%, mitochondrial
neuromyopathy & T3 FEEXZJRAER E LT
WD

MELAS O [F fa 7l D ik X BIAEE B GE S 23 0%
% B E S DEZD subclinical case TH D, [
KEB ST HHIRE R KL T 5B L 5 FERER
IS H )5, B4 R L O A LR fiE

B EREGERICHIR 72 <, EFHIcEVWTY

LasL, QJ5EGRER) % I

D BRI EC XD BEIAHEE L,

HETHIER

SR 5 1T X o TI973ME T fe S e A IR W)
DS Gl D e s LARE D SR 61 % B 24 rp Y e 3E ©
BB L, 1986401\ TR S X
Offio A br 7 4 —PIEFHMEENS pick up
LTa2vEa—% —CERBL L, BEM%
check U TERA L 7oA SBEEHR S 6 122 I b b
D HE 6 FlE Nz 72 128 Fic >\ THEEHRYIZ 4
B Lo

Dimauro®? HIZZDBHICE T b2 v F
VT e 3ASF—% 1) BEREE K LTS
WP % Kearns-Shy FEEREY : KSS, 2)
MELASY, 3) MERRF® (myoclonus epilep-
sy with ragged-red fibers) ® 3 fliZi>17 T4



B2 case 3. Wi/HE F CHRIEFI0ERE
LT AR 2 8 7oL

xR2 AIFREHIOHET (128F14)

P % Kearns-Shy SEERE 4205 33%

5% & M 8

R5E 4 B 34
SRR 0D % 52375 1] 3445 27%
3EHOVThE LKL 164 13%
MELAS 21 16%
MERRF 1245 9%
z O fh 4151 3%

BHEL WD, FRUALY JIBEZ S
WCHE L, Kearns-Shy JEWEREZ SHE IR, 18
BERAEME, OMEEEED3#ME AT %L
B & AR KB O Ml AN (1 SR MEAE B 5 \ I3
CEEED LI ETHHAXRER L LT
FLDOTWD, TOHFITH D EARFHNTZE?2
DL, RLIZ L 3EHMDFL T
SETNIHED 8 FliT T & e - 1o,

Ei, SRFGRE R E T 5 001% 82 Il (64%)
70, IR 2 BIFAEIR & L 7o flixs261 (40
%) THHYMOERFABERIIELIDZLL T
B5bo

IO LY, FERIE, SHIRAIRE

®3  AMMECIOFFAEL (12861r)

sb ML ORR L 52 41%

/i S 21 16
e I 16 13
A b B =27 5 4
oL emE ok 5 4
v —x2R 4 3
B 7 E BT 4 3
LY g 4 3
O A 4 fE R 4 3
N kA 3 2
K & E 3 2

&4 EEG L O

Harding &
RIS (35)

(n=128) (0=68)

% TR 55 R 8 (1)
PUE ST (0 )

59% 60%
S I A5 8 () _a g
VA S
VAR ST D & 12% 15%
Zof
(MELAS, MERRF, others) 29% 25%

LT, WiME T 3#e L, #Eko KSS
DHERG & DX T 5150 (12%) DFEEHIER
b,

Petty 57 123cE D 68HI DK G2 /)M L,
FADFIERICHE NI P2V F YT o 3435
—% 1) SRFFREAES 6, 2) HiET%
FIER E L, R L LD S, 3)
HRPREAEIR (ataxia, Fisf, $EHE, “REE 755 E),
TUHAZEEREL) 26, Lvw o3RI
I Twd, K% Z OHEICHE - THSE
T5E, ZTOFEIL Petty B OF5E L IEw
LRI L Tt (F4),

Z &

N 2 A AL S e &% [F 247 N3]
TeHE DR CE N, T3 Kearns-Shy
RERRTE DN < SHEAHRRE 2 2 Eik b R S h
LDIERAMDEZATHD, TOHK, I +av
F) 7 EREEEIEFREREEORTE TH D
CEBRHEINB TR, ZMOE &AL BT 3
FAF =L LTTIReL, SRS EE



LTI BT 5T, BERRIBO LA
NRBENHEDTEHRETHS Z LB LTT
=%, BROCLESEIMERYET HHAW
heterogenous 7oiRMBTEE LCUE ST bh,
ZOBRKIEELE LI LR LI, BKRERSE
TR LTI K IR S R D 2%, £ D
BTREYELDHYROZ LI EHHET
5, LUK, BERV A DRE EERKEI
HFLLHEL w5 T 2T, oFeh
U T e B o a5 BRIVHE, EERAHG
DR BRI VCONRBURTH S,

IR LIcin 6 BBRfloFIC B TT
b, IR B2t LT\ 5 ORI ESE e
ERBOIPav FITREOA L VS TX
Vo FEBIS, 4 DEigkfICIRBERCENM SR T
FZHETIY Friedreich 4FHE &\ 5 WA D
FHhTEsh, KiMEEELH> T, B
W HpFE 4T3 onion bulb TUR H 22 Hhiz,
EIHEGIS, 6 DGO GRIXEE R~ <
AEENIDE - T B Lidvx, BEERCS
DEARERAHER RV, Tinbb, K
MZiXo &) IFAF—-BHELMET LIRS
RomBikisvb vz s, & 060 BRH
sub— (B B\ L pre-) clinical stage TH 5D
o BBECIESHELT o LD F ¥ BT abor-
tive case (7g\>LIL carrier) TH DD FE
Wh K EMERRRCTHS 5, |ETH
ERERAREODZRFID L L0, WHRHAL
BHh 2R R/CEOCTHIEREZ OBRFENSHE
OB R SDT T e —F FEETCHDH E
EXRBLTVS, 20T L3I0 RNk
BN EVCHSRENBIRAUBRIVWZ &
vz X5,

CICHH BRI S 5 BlE» B U AR, Lk

BTG B LY Shichiie, Toff
EOHFELHIHNIR A RLELATHATEE
BRATFEREREVEV, Lo LG To
PIREERIER & LT HEL, iz 2/30
REGICHBLIT S L\ O HigaY, H—EROERRE
PEREXEES /0L LTI O RD TR
HMTHhHBHZ ETIED I,

X M

1) &85 1%, =M H L : Mitochondrial myo-
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% 2 Densitometric analysis of
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x® 1 el 3 &

Myotonic (n=7) Neurogenic (n=4) I
| & 2 A
IRTEFER (%) 18.1+24.4 40-80 (54)
GOT (1U) 32.7+13.2 19.3+ 9.6 8- 50
GPT (IU) 26.1+11.7 19.8+14.9 5~ 40
LDH (I1U) 418.3+69.6 309.8+94.6 250-450
ZTT (u) 3.6+ 2.3%| 6.1+ 3.6 4- 12
Bil. (mg/dl) 0.6+ 0.4 0.5+ 0.3 0.2-1.0
T. P. (g/dD 5.9+ 0.4*)* 6.3+ 0.3 6.6-8.7
ChE. (1U/1) 339.14+93.5 203-460
T. cho (mg/dl) 198.9-29.6 215+38.7 120-230
LCAT (U/ml) 80.1+24.2 38-113
MAO (U/ml) 284-10.9 10- 40
ALP (KAU) 9.1+ 1.7** 7+ 0.7 5- 12
r-GTP (IU) 1274+71.2%* 23+ 9.5 <50
LAP (mU/ml) 125.6-+64%1* 49.3+ 3.31 8- 22
R -GTP (IU/H) 19.44 5.8 15- 50
Rk LAP (IU/H) 6.7+ 3.9 5n<l7

(3 :6.3 :2.7) #<14

*: p<0.05, **p:0.01
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MIERER 0.12364:0.023 1 **0.188 £0.023 ©
M SF~OBTER 0.1081+0.022 1 **0.2168+0.0199 ?
FEDs b ~OBITR 0.0088+0.005 0.0136+0.0089 ?
FF BILERANOBTR 0.0522+-0.005 0.064240.0327 2
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D SEINHIR X 5. 2 BALIL X 5.
* . p<0.05, ** ; p<0.01
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RIEN LEA L, BUIEEEHLEHLT
SR AY BT T 5 £ T A REBN B HRRD
bhts,

DERT7vr — v RABEOHERTH BN, &
BN ABRFECHTHPREHE Y e b Ek
DTV EEZE L BRI,

B0 E R ot B i v A B O BENLERFERTC
B HNE - BFORRCESNT, BEOLE
BRI D bbh, §930F kL5540 T
WE—HAHRIhACE - T b, FRhl
W v A OERD MRS, DB
I AEMBRGEOME > THBH, RIEHZD
ERBFBETHHD EEZDLRTERTDS, )
OB EEEET LT, £ D check point 7
FHOMEIRTIIVWEWS, Qp X LD
digoxin 7g & /e b SHERBER e F BRI b RGE
Lic 8558, MgpeRmEEEs Bir2X 5 s
b, BERBIVZOREMNILLD = —-FILX
D, ATFERINC X 5IEMEIR % R SEH
AHIMLTETWD BRThb, g, HEF
ERBRL, EEFEEED OMEERI D T 2 <H
MORMERL =<V VEIOBEA T LA RBE
ATHERBENR 7 e —XT7 » 73h, BEORRE
W2 LT, FREERIh L5 &
TAHARCKEROERE T v — F LR
R CH T,

FOFERTHLMRI SR, FlEREIH
ABFZCATIER B2 ERAT 5 MMLT
VCHBRNRI DX BABETH > LirLdb
5L HARBEATFERBFC LS 2 — 3 5
N 7 OHRTIRIRL, AERKATIFREZOR
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B fEie 5 L0 HA D BT TR T R T
Bo TLTEXhELDEBBRAEH LD T
Ve L2L Duchenne Bl ABEZEoz T
<, MMOEBIFIRLTbhTEY, 4%
F IR T OMIAEE K X IeilA ) ATk
TWBZ ENEBRIRI, £-T, BEFC
PR LI IE @ 2 R i iRy, PASSR T3~
SHEUEDIDIH D, iR EALMDOLE
PN ELBHY, FREIEDHEMNLFILI
By, WHRE LSBT oS ks By H
LTw%, LirLWHEED, SHBEB~DER
ThH b, P2 ER G EUETH - o
WHADOFEWMNCE LA X b, EEHL
O WbLnbich, HIWRTHARITIh
TBN, F—3IFN - r 75D, &
AP GHIR T Z LA D, RN
THREBOBREI2~3EN LY, zoWEHK
CAHARENBHR IR TRTW %, PR HL
BARIBEZEED2 3 2 =5 — v 3 VOREEN
BHTHY, FRMFERHTRELZ E2BDLR
TERTD8, —HEAR+H TRERESE
EETNEME LS 4 55, HPERLLFEOHF
BB/ = 2 —VORIELIThR, ZROBR
& EMRS T, By, BIROBRIERS
LY, WRBEREE > T THA D
(IR ILFRED)

Ui Uiehih, ATFRRBRIENITIE, B
U, Rl BFEE S AL 0B,
CHRFIFHIABRC S L, W L b FHEMUD
b ) RE—-RELDORIETH-1o T LT,
ATWPR G RRE O A OIS % 5 5 REFE X
Ol Thb LR b, £ L TATHRRE
iz == v v# chest respirator/ b SHRA
LX5ETHHBHLHLRCED SR, SHA

SO HRAGHD REBIZ AR EN TTHH
h, BHEOEGHELDN-TW ZETHA
5o (ERSM bBEOMRREIEI I\ THERY
PtAL, TrfEEr 7TRECLBREES T2
BHEIHHY, SEFRALMERETET F

KL TS HFER LTI,
# @

¥ A4 Duchenne B REICITA
TIFRBOGEANEA LD, EGEEDL v
THETDB, BREBZEDORD LT E, 2 1=
F=VavDEYHLWI LD, ==YV
I chest respirator ((EAFRBEEATFERED
DEASRTERTEY, #E~0oBR LT
CHENN LB EBbh5, OB AR
ETHENERET RO E L7 v — M
RuefTotc b &5, HARDLL STHBERA
THREFOMALBACITR, Mikkiepds
PR RERE S 3 B BRI el B T b h
DABHDHZENB B ET 510,

X B

1) BEMS, RetEk, KRS0, LA, 7
PIREHE : Duchenne BMEFTHERF A b » 7 4 —iE
RT3 ARIBEAT R BZORE, mFHR
DWW, fY AHS 3 BIBTG0EL T is L,
128F%, 1986

2) BR L BB, REMT, RmEE, &
RBIMEX : i A b v 7 4 —BFHex+ 23 AT
RIRODAS, Y A S 4 VIEMS8E R FeB R
&5, 221F, 1984

3) WUk, mARLRT, b HAEATRRE

(Emerson #: Chest Respirator) i X % %<
YV IFAF - ROWRET, ffv A% 3 PR
SFEPIIeHe R, 1445, 1986
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oA bo 7 . —IEOEE, Bk XTSI

LRYEG) e n vt

Duchenne B> = + v 74 — BEDOIDEEEDORRIZL

It R 3]

x5

TR SR FEAEE

sRAmRE W O B — ,
RS AR - T

B 8

BAEE T, DERBC O L TOIEREFID EL
T, #o20 instrument ¥ A\VTHZELTH
NT X MR SR e BF A 8 <, RREFRY
fed o, BREE X — 37 XTI
ATIRRBENRICEA IR T, hich OE®L)
BATEHIND L DI - THico TDHRDIT
1, OEREEEO XY —Bo RN LE L
p, BhcsT s OEED detect NUNEL
Exbhd, & XVBEZEYRLETHHL
VR OBAR L TTA TRV A, T2 T,
BIMcESF— 2 —0HEFORYE LI & X
n, —f ECG ODI0EL ECE » TORLHEY
BEE LT, OB TDOF — & — 5k
KL, ChICERYMLS EHT, FLOES
OPER « AT E X DHEB L THRIV, R
3 D BRI IO A e T X 0, R
TRl bbb Th b,

WRELVHZE

x Gk ENLIR BT SR B~ A B Ik 028
EATSh L BFHTH - o HBUL Duch-
enne HA276l, EREA 1 BlcHh, BEE
BEAERSETOEE6 6, 7140, 88 f
Thh, WEFADKER DT, FH0H
BF14F~25F FTbich, FIFI8.9X T, 16
~1TF L 22~23F T € — 7 DR S RIIEGIRET
BHolce % T ABRME D 1 ~17FRcbic b,
T8 ETH - Feo FOMRNCILE ~9FEE14
~IBRICE — 7 MR bR, ¥ A O

Mo Lok, o7 — & —#Ih F8 TRAE
THZ EbfTIRo T,

— i ODERIE AR TR 3y BBCHRAENT
bhTwbDT, Thiadfd UTHEARD,
kD BRI TS X 51 RV, R/SV >,
St P, REQY (U, N, aVe: I, aVy
Vi), ST Z1t, HH 7 = » 7, FEEHIR (100
/L), DEHAIg T SR L LR
ELTRZE LA, REMEIITERCHICS
HOMH T,

N
LT, kOEFCH->T, 2, 3OfREE

~b,

1) 2, 3» ECG ®Hl 2) £IEHD
ECG #:8, 3) &iEfD ECG RFED T LD

1) 2, 3o ECG %4

R1k Y. S BIo0ERRED ECG %L
Thb, LEBCEH > TRAEFRIZ S bhich
iy, AT (S.52E) WREQEMN]L aV,
AR b, Fh sto TRk &L, 106EE
D ECG = 8% Q WAER Vs,e FHTAD
R, 1, I, aVe T ST OFRE LB,
R/SV>1 % RLTWw5b, K21k MF
o ECG TH 8 EERIRTDRETH Do 14T
(S. 53F) TRELAELEH T = v 728350
Rl S8EBTIE, Thiimx TPHEOME
(2t LBV EFBARORESEIL T
%o TAHESR S RNEMTHBIL T,

2) &fEflD ECG #£:

X 31328f4T» ECG oOfffixRLTh
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v, SHIDA MALE 20 ¥R3 ™7

S 52,2,20(10 Y3 ;s

- s ~ee T rpteeamemm e e s

A AN AN AN AT

S 61,5, 1{2n ¥R3)

K1 Y.S. o ECG

U, FUNT MALE 22 RS ™

3 35.5.28(14 YRY)

3 61.4,18(22 1m3)

B2 M.F. D ECG

%o HIH DS IIWEHUR O HBLR AR LT
VT, OHBRT, OREMHBL, O
ZIR LT\ %, TSRO Hi3E 13 4] (46
%), BIBI5H] (54%) & daytime TOHOHEL
RXEIEEL, Holter L5EM techrique 7%
TWThhH HEIIYILAKLS>IZ, 8FH]
L OIS ECG ATH (3 #110.7%) '
g Sh, 17TFECiE & A EL 0 (266192.9
%) CHLhBX51Ih, RILYETLTH

Hh b Dk, Duchenne FLLTE R RG4S B
SR TR OEPVWEEQETH Y, “hic
RV,, R/SV:>1 © myopathic pattern A\ff
MEHTRT, Zhic ST ETF, A7 ey
7 BERINCRBE SR TR T B,

3) REOLLNOHUE S X OB

RICHLND X OICRE QWA 1941 (69
%) TH LB, FHFITRI, 1, aVe T
561 (18%), 1, aV, T84l (29%), Vs, T
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~“l
] . -
! ¢ 7 8 9 101 12 13 e 13V16 17 13 19 20f2 22 23 4 25726 27 2 2 30 3inus Tacaycarlis
1 KA, 14 TRe vy : : B .
2 TR, 13 N ! It}
' [
s aT, 13 TRESR ) ' =)
]
— e +
Y Y.I. 16 Qw o L : )
s T, 16 N 5 ’ <
:m;l ' )
. TR, 16 1 ' )
e
7. v.3. 16 a’:{f =~ n : o
ke T '
s mr o w |y m— ‘ @)
o ves 1 3B, ' :
) e, 17 %Vﬁ} ' &)
Rves R '
10 1o, 17 : TRERR : )
'
n 117 Qv“_:_, ' )
1]
12 K, 17 ] -
| Qw2 : )
H (=1
81 3, 18 H QE')T' : =y
B K1, 18 ' : -
t ' _
15 AL, 18 er.;* T ' )
ave ! ' .
16 A, 19 Ql’:‘ : : )
17 Y.l 20 )
o . :
it X, 20 Q’,\T_————'f t -)
i '
19 .. 20 ! " ! : -
1) — '
20 ne, 20 IRBBB™ ] ' ®)
) '
2 tei, 22 Qe ; “
'
2 xR, 22 i Qs ' ©
1 [ S— '
vre: ' )
23 . 22 ' e ¢
¢ ) e—T :
) ni, 23 ' : )
)
2 HE 23 ' x| : “)
'
LD o ‘
- i ' 1 )
26 Ao m ]
P % S Qris N " i )
N - ' .
k) 1.1, 23 Q b 1 (6.4

23 ECG offfh (LIEHF)

*=1 R ECG oEBIFE
CHRONOLOGICAL CHANGE OF ECG FINDING (28 CASES)

Finding Cases ’Age of Appearance
RVy, R/SVi>1 5 (18%) 9---19
Abnormal P (height) 2 (71%) 19---22
I, MM, aVr 5 (18%) 817
Abnormal Q {1, aVL 8 (29%):19 (69%) 10---23
Vs,e 12 (43%) 8---19
ST depression 2 (7%) 19---20
3 [2)
RBEB {mcomplete 5 (18/6)} 19--22
complete 1(3.5%)
Sinus tachycardis 13 (46%) 9---15
Ventricular premature beat 2 (7%) 17---18
Normal 3 (1%

1267] (43%) THhbh, 8F~20%G{F Cics Vi1 R50 (18%) KHabhba, 9FH
THRBRBY, LIHEREREI RS ER- T IDRELTL D, chEisABEECAEN S
DBELTL BDEELLRD, ZRIZDDW vy 75, 6% (21.5%) AL BH, RE
THBRY (BX) oFxbhbd RV, R/S LKA T, 12FPBCHE LT, ERO
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WOMHELIC X 5 £ 2 b B ELEN I IE DB
BERERER R L 2 b5 PRRY
26 (7%) 0&ZTHb, ST ETFRLENSE
SR b RIBEEC Elgg Shicss, HBL20y
KL 1> T b THo T, ZHHDFTR O
IRMBZRCHEOFE RN LTV, #
LR WTEET S,

£ B

¥30, KMEOKMZIEGNTH B0, BEAR
POTIEFI DA B R GIEFIC X HATHY, 15
FRioFLEORELZ L Iy, vFRY A,
Qu ZIXUD ETHIEREI b2 bh Tk
D, HTRECLBENRETHBEELLR
bo TORIFELER, TR K X728 kst
»HYH, ECG IR TR - TN DD, AT
IR DOBEADORIEA R E Lt TRED
TiXigwd, ERET v - 7 PRTL O T
YYD AHENTTWB LI A THD (=
HIY,

WERLL Y ECG BE BRI\ HIEifThh
BERICRE L L k¥R T\wb, Duchenne
B A Y w7 4 —EO DERPT R AL S
(1978) @ H & DX HIC I VT RT3 X
51, 1) sinus tachycardia, 2) pulmonary
P, 3) Abnormal Q in I, I, I, aVy, aVe&
Vie 4) Tall R in Vi, 5) Deep S in Vg,
6) LVH, 7) Flat or inverted T in V,¢ &
BE < ORETRMITIZ IR T30, b
LHORGAREATFICLY, FTREELR DS &
ExbhB0T, PILY (1971) oFh kst
BLThBZ b5, th%0EH (G661 1
5 ~10SEDREBERE L 0L DT, A&k
DD L BRLIEABE TS S, PR
W, TZL, QERFIE CEBEOBELYTT
25, R/SV>1 ofEH &<, VWH¥5 myo-
pathic pattern 78 HBRIC ZbhTkh, K
HOICRAESOHIETH D, KL DEbh
TOBFHATFOEIR DD ELEX LR D, 45
WCHIRETY, LA 5 REA A & 73R
ELEZOID, LRIASIREARE Gz Tz
N46% T, FIHD26.8BHLT2fEL -
T30, FERORFORECLLDTHA

50 AEIMI0EICESD ECG T{bxH Z T\
50T, FEMITHERVCITROZE LTS LD
bHB. PlIHD1~2.5FEDI, 414(Hh21
Bl (61.2%) T ROELE L TVBH, I
HCEFRTH D, TOHBRRLTHIROR
B2 DIEHLAREOLER OB #Y BIE L
YD Thotc, bibhORET LR D
BEEXBRCTIRSFAKETHD, kLD Ebh
T % R QDB R & I ToHE LTk
TWaERZ L5, TDQEEE T Duchenne
BeREL LI DEBHERh, BV, TOFhH
BEPEL, chilvwIho HiETl 25
B THHLDEFLERIHROOFR L X <
RIGL, MRHEOEM R X0, Bt
L BEWNPOLELDHLT, OEDIREE D M
BEDOREE D ¥ 7oL b3 Tedo b Bk O B BY
ELTLBTHAY,
TRERFEOENOBUE I8 & 3bicimL <
{BDT, HB—BEHORTIEIARYHT, —iE
GI32o0 RWEEN LETHS (B 6D, =
hoP) LaLichis, BIBINE EA EHEIR
REOTIEGITH 5120, AFHLERIZEZIL 2
DT, REOHTEORMIERC X 5k
Big¥7-%, Holter LERR BEXM 7 Ok
FHIOE, BIGEA ShitHi T — & — 2Rt
LTWw5%, fiER—ROERTHROAR LR
W SIR, XA T ey 7 e Eh—
BECBETD L b, BEXNFTET
i, DHERIOFETLD B OBEDLREY
W & b2, ZOHBETERTEZC X
hRESHIMTT 5,

bbbk YT 0 1555 0. LT RBFgEO
R L, BB SETOMM O BERI AT E
RIKHBILThiewA, & LxHEMES: &
WZ, RIROHE, REOKER TRV EE
2 TWBH, ZO28FDLEREBD AT
TaThh, REERFEDOEEHDORTOL
BEREEEEVH L THE L TER LAV EE
2T D%, FIRRELLER <2 — v ol
BHEOPIRLED TIMELEEZ 2 bR oA, BiE
HTRRD -5 2&hAE L, focusing 12H
DHTRELBRTH Do Lo Light b ATIER
ORE T AT o, BTl 7o S
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TH%bo

¥FEH

TERE D Duchenne F28flico ¥, E
igSQEVCEZ)‘D%EETE% EyZ Ty 7L
2%, AESIRO #ima Zboh, BREQY, ST
Tl B T ey 2123 FA—T Ho ke,
213D QIR OFBTAE 5 A HIZW T
Bt G, FEHIE DHERET X H.ORE
Fin {iFSR s &% &b £38C, Holter R
X - BRZEORBE LD THERZ X IFL
o

X m

1) =HHER, SAIEEM : Duchenne BT A b
w7y —BECET3EFHRSTZFO LD D

Population Pharmacokinetic Parameters D
it A5 A 3 PIGLEETI SRR E.

2) @ILE, RTHE—fl : Duchenne Bl A t m
7 4 —IEHIBG O OTHRZE BT 5 B — 00N
B R & ox—l o A 5 3 TIRAS3ERE RS
294 H, 1979

3) R, kb, Mk A, ®IE ¥ LA
BV, HABE: HoA e 7 4 —EOLTRR
R, OB 3; 138, 1971

4) =R, =EHER =8—%, LBYL H
8375 : DMD (Duchenne type) O.OTER— (2D
3~ 6 EDOFEBITOVWT)—, BRI 77; 112
1973

5) Ik ERRKRES, ANEFRRYE, ARS8, FTINUT :
Duchenne BEFTHGB A P r 7 4 —ERBTSH
DR O RFHYBEFOEES, o AH 3R
F6OSEEEDT 7RG E, 15631, 1986
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Wiv R o7 —IEDEY, FHks X ERTARET 2T5E

PRI L4FBE DR S5t

Duchenne #ffo 2 b v 7 4 —5EITEBIT 3
Ea#ikin & BRI & DEBfRIT DT

b BE A B S
SR T A oAb
kEpRE = O O T B O/ H R E A MK
% R = B HF W | o
ST A A
B v

DMD RfE#E ORI X OBy, &%
ARBISh T 5 JE4E, BRI A A DA
X, MRESBEOIEIE L LTHIA IR TERD,
AR BT 2MAPAEOEEOIRE L2 Y
ZIgve i, BEABRMEFESE (PvOy)
X, AEEHRo sEELTEHERATHD, 35
Torr LT CRMMmEILOBE,R S5 LEH
nTHBY2, 22T, 4k, DMD OEEH
R ifn & BHAR o % R IR U LSRR SRAL D 2B 2 404R
T5 L30T, HEREEE ORE A & i 5B
AfERHER U 7o

IEGIE, DMD KB 9 GIT, Hhskatpy
WEBT.4Tholes 5HNFRALE (RF
B, IEGIL~5) ThH, 4FNLARLEE (HF
B, EEM6~9) ThHhote (FE1),

£BIC Swan-Ganz » 57 —FA%IEAL,
I8 BRI 7 A 2041 & BhNR I 4 A 43 ¥ & [
HEfT LHEBBRR Lice X, BETAehi bl
AL ORERBOMEL PvO; 35 Torr
IR & Lic, M, miTEhREE, RF BT H\WT
L, RATE Rk 1R BRE, 20605,
Forrester ® subset 1 G, ZEOEEEILIEHR C
»hH, HF BETIX4£607%, Forrester @ sub-
set IV OHEEARLAELEZEL TV (K1),

&1 fE 14

b P. A. (mean) pcwp C.0. C.L

N N =
° ame (yrs) §-D (Torr) (Torr) ({/min) ({/min/m?)

1 M. K. 20 8 26/16 (20) 8 4.40 4.49
2 T, I, 22 8 £0/35 (46> g 6.16 4.02
3 Y.C. 19 8 42/22 (29) 4 4.25 3.40
4 K. 1. 22 8 32/20 (23) 8
5 T.T. 23 8 26/18 (22) 14 4.36 4.36
6 M. C. 15 7 62/27 (47) 34 1.74 1.24
7 M. H. 16 7 58/44 (50) 36 2.30 1.87
8 Y. M. 25 8 65/30 (40) 26 2.87 1.79
9 A Y. 13 5 49/25 (28) 29 1.97 1.53
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(Ilcr;ilin «:R.F. group
/m? o:H.F. group
4
3
2.2
2 . 0
1 o
oO 10 18 20 30 40 pcwp
(Torr)
B 1
PvO, «:R.F. group
(Torr) o:H.F. group
50
35
25 o ° .
oO 25 50 75 100 Pa0O,
(Torr)
B 2
® 2
B Mk M e il
No Name
pH PO: PCO: pH PO PCO:
1 M. K. 7.279 51.0 73.2 7.267 37.4 77.2
2 T. I. 7.274 32.6 84.4 7.309 27.2 91.6
3 Y.C. 7.280 53.6 78.0 7.281 36.5 86.2
4 K. I. 7.331 69.8 91.6 7.300 46.5 104.8
5 T.T. 7.275 59.8 82.0 7.264 41.1 97.6
6 -M.C. 7.429 78.0 33.6 7.398 26.1 37.8
7 M. H. 7.424 63.5 32.7 7.404 23.6 40.7
8 Y. M. 7.399 77.2 39.8 7.360 31.0 48.2
9 AlY. 7.444 90.6 36.3 7.371 22.6 40.1
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i B

RF F¥0 Bkl 7 A3 #7 T, pH 23503
7.28840.024, PaO, #'Fi553.4+13.7 Torr
PaCO, #¢3#581.8+6.9 Torr Th b, HEH
DRift T3, pH 23F3597.28440.020, PvO, 2
37.1£7.1 Torr B XU PvCO, »5F1591.5
+10.6 Torr THhotc, 56 1 flH PvO,
7335 Torr LA F &AL, EEEFRIMAEIC X %Mk
AR LT\, —7, HF BEoBki» =
H¥CiE, pH 2BET.4294:-0.019, PaO, H%
SE377.3+11.1 Torr, PaCO, »3F#335.6+
3.2Torr THoto Fl-BEHIRMm T, pH
PFHS 7.383+0.021, PvO, 23FH 25.84+3.8
Torr, 3 XU PvCO, #3F141.7+4.5 Torr T
bHh, &flo PvO, HHAFEEORALAUT
Thote (F2),

wC PaO, & PvO, DG+ L (K
2). RF BT, W& y=0.51x+10.3, r=
0.99DEDHHBIHRD b, MAKEEE ORI
PvO, 35 Torr &7t% PaO; 1X48.4 Torr T
» - 1c HF FECRmEHCHEEILED bh,
L5 PvO, 35 Torr AT TH H, PaO, 75
MR DR AR HENT 5 2 Lk TEieh -
o

¥ =

DMD RIBE, FRAL EOREI %
o T BHTIIREGY e LTw5b, RO KE
X, EEORBMOLTH BB~ OBETRES &
Basa T L, A HFRMRENETT 5y
BBERTERTE L TH B, TOEMBEHRL

DIFEEL LT PvO, 23 bh, @kiEs

X713 PvO, OTFRIL 35 Torr THBH E VD
RT3, FITHRLIL, HNEGHEY X1
PvO, O FE% 35 Torr & UTEMFZMIE

X5 EEORA L L i BRI A (Pa
0y) DWEY R&fc, TOHE, RF JETix
PaO, 7% 48.4 Torr FKiGOLECHEkmEL
DEHY X o2 EAVRE IR,

%7z, HF 3D RvO, D{ETFix, PaO, a3t
BEREHC 20bbT RO bR, B, M
BRORF LI L L), LHHEDETIZ
L2 MEDOHEHEEEOETH»HEEL TS
DEEZOLRI, Lih->T, HF BT,
PaO, 2@ Th, M HFRILoREEY XL
TWBHZEbD, EREETIIOLEZD

ni,

T LB

1. DMD B s1T 5w FItoREs
HB7» PaO, & PvO, ®IIE LT,

2. HF BTk, £01& 3 PaO, % 60 Torr
BETHHbhrbbT, PvO, & 35 Torr
UFThot, Thix, LABEDETIZLS
FEFRMLRED ET2A S LT VB E £Exbh
oo

3. RF $ETIX PaO, & PvO, THIMYMER
BdBR, PaO, A 48.4 Torr KLt n &4
mF LoEEY S T2 LAVRE I i,
5, TWIEMY ELRFT50LE D 5,

X B

1) Mithoefer JC, Holford ED et al: The Effect
of Oxygen Administration on Mixed Venous
Oxygenation in Chronic Obstructive Pulmonary
Disease, Chest 66; 122, 1974

2) Mithoefer JC, Ramirez C et al: The Effect
of Mixed Venous Oxygenation on Arterial
Blood in Chronic Obstructive Pulmonary Dis-
ease, Amer. Rev. Resp. Dis. 177; 259, 1978
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Wiz ta 7 —EOEY, FHBk LOHRRIIRCET 2R

FAFGLEEEBT R 513

BEMBHRAETE=2B8LPAT7FF I A—-42—1TL3
DMP BE DK = 21TDWT

il a & 7K 7 i
E L FHERT M AREL
HkEMEE W T 2] A5 B IT —
E T PITRI LN R
£1 X %
= 5
case age sex type HVC PaO: PaCO:
EFEHoA e 7 4 —iE (DMP) BH#Ho0
PO & = 2 I M H A € = 2 35 KO ; iz x gxg ﬁ i j;
ﬁ&@%@%ﬂﬁ{‘ =X ?Ff‘f»}ﬁ L/f:.o %@ﬁ;&; 3 22 M DMD _ 67 ‘ 60
ORERBE T A€ =%, REBFEEMEE = 4 2 M DMD — 9 48*
ZILERMO A ADET & X < HME L. 5 24 M DMD 13 95 44
@R E i PaCO, DEfEFITIE, TIHE 6§ 25 F GAN 1B 72 89
e . - 7 28 M GSD 13 83 57
0. ME%‘IU'E’ CO. MiERRE LAV Ln 8 3 F DMD 27 85 41
ZRARCR 9 5 F MyD 2 62 65
ORI R 2L BE TIRERHIREL T 0 3 M — 98 90 43

WAL BT,

@& O, MIERIE L |KRILBERE L ORI %
RETAGREERC A e 7 4 —E MyD) @
1 fixiRD I,

OBME O, IMAE & AT R & DRI %
RMT AT 2 v = v xE DMP (DMD) @ 1 i
RDT,

B #

DMP B8 TR CIFRAREER O
Abhbicd, REERPOWRERLOE/LN
Badha?, BAFEREMKEY AT =%
BLIOREDIRMEBEFRENEE =2 Cr+o 2
—x =) ¥RRATI8EX B, T TR =
=ZHFRULDELT, Thbo DMP HBH~
DIGBOREEE I DWW THRE LT,

GAN : giant axonal neuropathy
GSD : glycogen storage disease
* : on chest respirator
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BCTRAL RS Ui, Bl = = 212230 X b
BHl6MFETcLL, = 2HNROKEETMEME
O FEATR Y Bz, BhAFv2—2—11
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1) BFMEH A= 2 OETEOKR
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tc-PCO2 -
100 o
’
-] ’
’
a 4
’
,
s
(o] e l’
’
& L
,
0 = i
.
’
’l
’ a mae
e ofemale
,I
’
’
’
’
.
0 T 1PaCo0;
50 100

2 PaCO: & tcPCO: DFFIEMDOKIE
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.
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H5 #Rle=%Y v I7/EEFD tcPO: KT
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® tcPO: O FRED 20 % Lk D€ FREE

HAHE (m AR B ER B
O tcPCO: DFIMED 10% L) LD kR0
HER O SARERBERLE)

0% 1E X HBIL,
2) BREmEy AR = = 2 EHEHIORR
IEM) : 255%, 7, Giant axonal neuropathy
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Bt EIADED 85 Torr TRIEIZ E A ELT
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EZETHLicv, MEMDOERAME (K4) @
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L, £020% EO{ETHAY 68 Torr LlE
ik Eidic, tcPCO, H7NIHE (60 Torr)
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3) WRHE O, MIEH XU CO, MIEDTE
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K5 &M T =29 v 7EED, PO, 23
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BwH (N7), HAROWRHIEHE SO/
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[
il

- . . —
e S

Basw  Ldo

o o
h

S Iddn
ViU ity W

O % o p ®
O 0 O 8 oo
‘%
b -
1

Baw  lodn

e T g p Fw

S L0dn.
Cacedueredonnd

0 o O o9 0800 ox
dovek
%
1o
ra
s
R
4

K6 FERmE»yARME=2 (i)

CASE: L. H. $3yo female My.D.
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AEBbh,

®EF - 185%, 5, DMD (case 1), 2%
BoOWEE = 2R D 105 U LK O, miE
D=¥Y — ¥ §[Elf 3 @A AT A TR TS
ERNC, 2 @E2MARARRPIT, 2 BIDMARIZER
AHCEE LI TH- 7 (F11),

z 2

Pl ¥ 7 A & = & ORI EBRIEHBLOSD
PR iR UCE A oEaR A £ X
DL, BHIRI ST A OfE & DOETMEFE
B3 529, Lanl, BEEROMMHTHLEL ZBEL
WY, MBI AOHBICEETHS EE X
bhic, MRFRMTHZ LEIEFT L - Tk
Flmeich 53, —7%, BIRAMEE =217
TEHEFR =2 LTHAAIRTWSFE
THD, TOBEBRFEZL W52,

SEIEBIE O, MIE% tcPO, DMIEHLE
REDED20H U EDET ELTE BN, £
DIRPLUL20% KO L ENTIBRIF B A 5
h, T EELHE VLB LD
HTh Do bl R FED 151374 Torr T%
D20B L EDIET I 59 Torr LAFTH 5, [
i CO;p IMAEE tcPCO, DFNYIHED 10% L4
Lo ERELTED 2T, BRI
i 62 Torr T, ZDIO%LEDEHE VS

& 68 Torr BlETh s,

DX SERKE O, MIERE CO, IfiE
T 2BERYEL DI, % VC LHHIRILTE
HAEDHEGEHBEE LIcLZ A, PaCO, &
DB A & R 1o,

BESR, TR R AR A PR R R 2 2 4 MR P T il
BTIKRH IR TE 12D, SEIDERE E =
2 X H{H%C DMP jB% T L EHIE O, IfifiE
MERBIBZ ENDhot, ZhAMLALT,
WOE R Y ERTOAEC XD L D0kknh,
RPN X HBREIMEI I 0b, FThi L
BIFRLI X DL DIcDD, I LD TOR
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X WK,

1) R, BEEYS : Duchenne Blffo A b =
7 4 —IERC R DR E EIPREE N, IR
ANS84E FEHI AL PERTFe st 58602, 1984

2) Tremper KK, Waxman KS: Transcutaneous

monitoring of respiratory gases. In: Nocho-

movitz ML, Cherniack NS ed., Noninvasive

Respiratory Monitoring, Churchill Livingstone

Inc, New York 1986, p. 1

PRI, FHRE=0 RS oA rr 7 4 —

FEIC BT R EFESR « RG Y ADEDTE D

T, Eft 40; 605, 1986

4) Chaudhary BA, Burki NK: Ear oxymetry in

clinical practice. Am Rev Resp Dis 117; 173,

1978

Fleetham JA, Megon B et al: Chemical con-

3

s

5

~

trol of ventilation and sleep arterial oxygen
desaturation in patients with COPD. Am Rev
Resp Dis 122; 583, 1980

6) Cormick W, Saunders NA et al: Nocturnal
hypoxaemia & quality of sleep in patients with
chronic obstructive lung disease. Thoray 41;

846, 1986
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Duchenne #f v = b v 7 4 —fED BRI CO, FEIRIED NI
FER RS D A T — U DHE EFRAERK PO TFRICEET 535

il a ¥ =

A

T SEHEAE T AR B

sEmRE A A B OB & R —
R FEE I I RBE rh kR PR

E:2 g

Duchenne oA b v 7 4 —4E (DMD)
DIFBAREED AT — 05Kk K7 A5k
BWT TV, FATF—UREFD FhE i
Wt Lico DMD FREAA: O BRIKGHI T,
PaCO, #% PaO, X W BW i &,
PaCO, #% 45mmHg *3%5 & U CHEfFHEEHT N
52 &, XHIZ PaCO, # 60 mmHg %l
ZIcHEH T PaO, XX LMEET D Z &0 b,
PaCO, 2\ bBxRML TS L FExbh
Fro 2T, PaCO, WCHSVWTFEARLD A
F— ok SBEMRAFILI, Tihdbb, H1H
: PaCO, <45 mmHg, 5] : 45=PaCO,=60
mmHg, 1M : PaCO.>60 mmHg & L7z,

®e, DMD MERALAN G Cku
T, GO LEGHIFET S LD, TR
RLeRMOFHRYIERT — % — (R, L,
CTR, IR30%, PaO,, HBIWZRARFER) 1T
S EERMITT M Ui, TR PaCO,
245 mmHg ##x AEBRPET IRV,
FEAF T EAbD o T,

H M

Duchenne Bl A b v 7 4 —%E (DMD) ©
FER ALK Crr, ATFPBREEZIEE TS L0
BEAIARFRE & Fe B fedd, T OHILIT e &%
2 bhTWaBY, 41X DMD FRIBRRL AN H
FTATFRBEG 2 DHEA T L 72 D, X

WP B R D E TR0 SEGI% R L
f2o ZOZ &1 DMD OMBRALKMCET
YIDA A 5\ I ATLIRR IR DOFEIE & 1o B IEFID
TETHZ ERTRETH, £ T, (VIMEF A%
PHC L BIERARED AT — 58, (QFAT —
SIBF B EOTFH O & KEYIDA OGO
IR TR L,

NREFE

* %% A 56 4 PRI MR e® 2 L &
DMD 1661 (FET=144, 4472 ) T, JETH
1 1 & 47200 2 Pl RAEYIB% 1T - 7o, FET14
FIO TN TR 1321.323.0 8 TH - 7o
M7 A5 HHRBERERE A" 8 FEC Tg o 1ol
HX b A 1EJE LS, |

w R

(1) MEEH ADHIE L BEJRARLED AT — 24
el
"DMD 16F1D iR 7 A5 RIS 2% &

1 PaCO: WS PRARLDAT —~ I HE
SE3G IO

AF—< | PaCO: (mmHg) T;?gfég}éﬁﬁ;))

I PaCO:<t5 | —
i 45<PaCO2 <60 7.7+2.4
PaCO:>60 3.4+2.4
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b A<, DMD DOFFIRDMERE & IETHCRIINT 5, 7, PaCO:
#Pa0z LR T AR (1) @ PaCO:2 12 62.9+2.2 mmHg &i3IF—%E
DA E L,

Mal¥ mbes

0 % 4|
1 2 3 4 5 6 7 A

B2 #I (PaCO:>60 mmHg) OFEBIIMIDIEL S, 2 » AL OGS
B (Ib) &5 AU EAETFOESEE (b)) O¥ 7 7 A— S isrnhd,

(= 1), pH i2EIFRZHLIZZ L <, PaO: 1232 it PaO; XX T 250 DRAED PaCO, 13,
TRHHICE S OWTET 3528, b0 7Y 62.942.2mmHg TRIF—EDHAXEL
MK THoT2o €T pH & PaOy ZFFEHEAL o 2D & X YIFRFRLY PaCO, i1 H 3
DAT —ORFWCR AR EF 21, PaCO; X DDAT—SRHHLE (1),

45 mmHg #35 & UCHETHERRIIML, 2uwic
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&2 I HRARCET D HERD

P LR R
< mart (Ma)  EA&E JIb)
z R (n=11) (n=5)
& & (cm) 150.4+ 7.2 154.3+ 7.9
th #H (kg) 25.4+10.2 29.94+ 9.5
CTR (%) 45.0+ 5.6 42.9+ 7.7
TRIAEL (/) 94.2+ 7.7 97.7+ 4.9
PaO: (mmHg) 74.8+ 9.2 82.3+11.2
ing}ﬁ%g& 18.83 2.4 23.0+ 2.6

*

* P<0.01 (t BE)

(2) FRRAA KD T O HE

$ RO TR ORI 8 7 B Hl
b Lie—lkiEa R Ui fildd, SAIHom 8
MOERS Y, —iEEERL, 37 AR
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DOIEAEES B (W bR D7 71— 7
Xhi: (M2), 2D X 5T DMD DFEAE
KIS BT H2Ig D EERT 5 7 v — T HEHE
THZ LDy ote, ETT, TD2ODYT S
n—TEH S o TFHT 5 BT, HIHURA
Mickits 6 HHOBKT — 2 — (XK, &
ifi, CTR, k%L, PaO,, 5 I L ARFER)
DN THERRNTRIT - oo S IHARARC
BB EEROTFHE L RERAEIER2ITRL
7o, FEMTEI b x5 N2 ARSERA323.0
BmrEmitlla LY ABCEL ko T, W
Foatmc X v B ehic HERR F=-10.2255
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+0.3655 X (S IR ARER) TH Y, O
ERE0.5051 T A EAIb B, ZhELT
Ml a B LB T hic, HARFOFFEIRSE
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CTR DIATH -7 HAT A + TRl a FErp
DO 1FNEE > THIINICORT £ETI
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Bz 3T B A, A0 ERRIRI X -
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PaCO, ¥ 45mmHg %% & LT DMD DJF
ROMEE & T HETHE /T 5, (3) PaCO,
Y 60 mmHg ##x 7B M T PaO, XL
METHEE Y A FERL, PaCO, D
X 3R Lice T DI EnIER
FLi W FHRAELES Litot, Thbb4E
R PaCO, »° 45mmHg *i#x % &HY
1178, 60mmHg %25 L3y AThH-
o

wic, IR TFH O R 5 G aRl
a LIERTEI b OERK T — 2 — eSS4 E
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REGIERVE, FEBERWEVWSITE, %
o, BEATEIL bix—i29c CTR AVNELTH
BBEENA DI EE 2 b, o T Dk
TiE IR U S YIBA 2 1T BRI TERS
OWAP W X BPRATEYERTH LT
b, SHREGBMFESIRS,

X B

1) Duchenne Bl A b v 7 4 —fERC 1T HFFEA
4 LIPREMOREE, HivAbwe7 4 —EOEF
B X ORI BT AP GHALILED AR
FihfR 1984, p50

2) thE s, BT 5 : Duchenne muscular dys-
trophy (DMD) O FEARLDOFEICOWT,
U A bR g —IEOFE, BIKROCHIRCHTS
B, WBASCEEMARET 1982, pl45

3) AEfis, HafEk S : Duchenne oA b w
7 4 —FKBIRIM A A SHE RO ARECOWT
FERIGOSERE T Fe s 1984, p87

4) EHEL, PRIEZS 1% - RBICBIT 5
WA & DX, BARIHEIK 35; 560, 1975
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EHOME, 5 0ED FH BT 5 RELH
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Table 1 Patients’ population.

MyD LG
Male 11 6
Female 4 3
Total 15 9
Age 39~67 27~61
(AV.) (46.4+10.2) (43.3+12.7)

MyD : myotonic dystrophy.
LG : limb-girdle muscular dystrophy.

B R

MyD kXU LG i&kiF%, Holter DLEM
BRI X B0, AEIR, 72 H0NT PaO,,
PaCO, i&2o\TC, 2, HILKFTLHTIRL
2
1. DA% - REIR OB
1) EHEOER, REOMEK  FEOMEN,
MyD 72.9+13.0/min &L LG 81.1+9.9
/min (K1 %), &ELHEL MyD 50.6+7.1
/min XL LG 57.6+8.3/min (M1%) &
wihd MyD BETEWRRECS -

i) BRI : MyD T, ORISR
fi (APC) #RDIIEMMIISHAH106] (66.7
%) T, 5H 604 (40%) &1 B 100 Ll E,

ZD6HEETTH (46.7%) 3 BRI LD
APC (DBEHIA : AT) %R%i, i1l
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Table 2 Heart rates, arrhythmias and blood gas analysis data of MyD patients.

No.| mHR |min. HR| APC AT VPC | Lown Bradyarrhythmias Po: Pco:
1 70 50 — - - 0 - 89.6 48.5
2 76 53 — - - 0 - 90.3 45.1
3 62 39 - - — 0 Sinus arrest, 1° A-V Block 88.3 50.8
4 58 43 1 - - 0 — 86.4 49.0
5 72 53 1 - - 0 - 76.4 48.1
6 77 57 994 |- + - 0 - 65.5 40.5
7 75 50 1433 + - 0 2° A-V Block (Wenckebach) | 67.5 43.2
8 61 43 10575 + - 0 Sinus arrest 69.2 44.5
9 114 67 AF 2:1 - 0 AF 8:1 99.8 35.3
10 67 47 8116 + 1 1 - 77.0 50.2
11 79 54 182 + 2 1 - 72.8 49.3

12 65 43 39 - 7 1 Sinus arrhythmia 51.8 45.8
13 71 53 - — 9 1 - 59.8 51.0
14 72 50 5 + 72 3 - 61.0 61.9
15 74 57 225 + 486 4A S-A Block 71.7 65.3

APC: atrial premature contraction.

AT : atrial tachycardia.

VPC : ventricular premature contraction.

Table 3 Heart rates, arrhythmias and blood gas analysis data of LG patients.

No.| mHR |min. HR| APC AT VPC Lown Bradyarrhythmias Po: Pcoz ‘
1 66 41 3 - 0 0 - 91.5 41.9
2 74 57 10 - 1 1 - 99.6 41.2
3 78 55 4 - 2 1 - 92.6 44.0
4 96 55 27 + 1 - 95.1 44.3
5 79 60 1 - 742 2 - 94.3 42.6
6 96 69 — - 1572 2 - 82.5 54.4
7 77 52 - - 97 3 - 98.5 41.4
8 78 63 .68 - 560 4A - 92.7 43.9
9 86 66 107 - 762 4B - 105.5 43.2

DS (AF) 2nabhic, zhicxfl LG
Tik, APC X 9% 84l (88.9%) wixbh
foboo, 1 H 100 EDEF X0 AT
HRDIHEFIXThZh 1 F13> (11.1%) &
TEhd ot T AF 10L& bhich
—J7, LEHENME (VPC) 2T
%, Lown grade 3L EDFEED S DA MyD
24 (13.3%), LG 3 fil (33.3%) i bhi:
2, ERRMcERsVwEELBR (K2 ),
¥ E®5E, MyD TIIEFEMD APC, AT,
AF tuolc EEEREROFREAEN LG i
Lo,

i) RIREAIIR - MyD D44 (26.7%) ¥
BET4, 37 (20.0%) whis{BdikEdE (AF

bl f:o

T 8 : 1 EELRICL DR Ei) & R,
LG Tl 1 dBdied ot (K2 7TF),
2. EREFEMAE & IR O

AEx%E Lz MyD 1541, LG 9D Pa
0 7t 5T PaCO, &z Lz (K 3), PaO,
OB MyD 75.14+13.5mmHg Zxf L,
LG 94.7+6.8 mmHg &, LG i3 EfEFEMIE
R LUICIEME MyD THELRIEMTH -
7z (p<0.01), %7 PaCO, % MyD 48.6+
7.46 mmHg XL LG 44.1+4.3mmHg &
MyD T BRI B o 7o BRI feh o
o

SRR IMFENREIRORETHFE LTV B0
E s ERET S DI, MyD @2, LG
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Fig. 1 Comparison of the mean heart rate
and minimum heart rate.
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Fig. 2 Comparison of the incidence
of arrhythmias.

Table 4 Comparison of PaO: with occurrence of
atrial tachycardia (AT) (chi-square test).

AT _

Po: +
=75 mmHg 1 6
<75 mmHg 6 2

pP<0.05

g A ERD - LEHEH (AT) B
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P<0.01q NS~
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Fig. 3 Comparison of PaOz and PaCOs:.
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Table 1 Summary of 2!T1 myocardial scan in DMD

region of negative uptake of *'TI in

Case region of perfusion defect washout rate RV wall
1) H.K. PL PL (-)
2) T.N. ANT, PL - (£
3) Y.O. Normal Normal (-)
4) M. K. Normal Normal +)
5) K.M. PL Diffuse ()
6) K. 1. ANT, AP, PL Diffuse (+)
7) A.H. Normal Diffuse +)
8) Y.K. ANT Normal ) (+)
9) Y.M. PL Normal ()
10) K. M. PL Normal (-
i) K. U. PL Normal (*)
12) R.M. PL Normal )

9/12 (75%) 4/11 (36%) 8/12 (66%)

PL : posterolateral ANT : anterior AP : apical
(-) : no uptake of Tl in RV wall (&) : slight uptake of 2%'Tl in RV wall

(4) : definite uprake of Tl in RV wall
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Table 2 MUR and LVMV
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(iEW] 2 —case 9) (Fig. 4)
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SPECT Tl¥, 3 CIoieRE, TRE ICEHENIR
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WRZELE, REEMC O OZEE, 2k, ik
erEhTHD, TOREILEOFE L LT,
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(EHIC 1, HERTOFRMBEAH D, Zhdr s
MEDAEMIC—F L TIL Y BT 5 L oW
ERH DD, KIEGNLZ N HOFEEERITSE
FI23b0LE2Hh, 5% VREMTHRT
ZLENDD EBbN S,
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TUTFhLEBET LT, EIgICL =
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1) ¢ E3RREB, FiZPHIES & : Duchenne Fift Tk
BoA w74 —ECKT 50RO MESN
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3) FiZMIER, BEIHEF S : Duchenne HETTHEN;
VAP R7 4 —E K BB OTHE © T O
SPECT. BiR%:, 22; 1353-1359, 1985

4) ZppHEsk, YOFREE S : 2'T1 .LOfF single photon
emission computed tomgraphy = X % IAIEHL.Ly
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WP 2 b o7 4 ~IEOEYE, BRI T 5%

TARGLAERE TR

DT =W rFHTT4—REBHY X a7 4 — BEOEEEN

538 - R, R OTEHI A O FHE

)3 B K W m =k
SR

#kmprEE K K OHE A,

i Y

— W F WM OE W

BT ATREE fIRE PSR

2 g

3AEMICHE Y Duchenne oA L w7 4
—JE (LAF DMD) 3 U CL IS E SR
TV, TOFREERE L&, OHkE
PAEZE L, ROWREHEC A v 7 4 —fE%D
DREECTA 2 YY) v (BT Tau) ¥
BRI OWTHRE LT,

EOHREC 2 B[R Y DMD H#E CiLiREN
w, ok ADL (LT 3R AHTE
iZ LVEF MET LT HRARINKHEE
12 STAGE VIII &% » 1T EIC, —EY
KREFHTH X oRBELRBD O, ZOFH
LT ADL ETCIBLAMOBER, AT
IR SHE T X 5 RIRE O BE S DIRF DY
EREZ bR,

Tau. OG- CTRBAOEREST A —2 —DY
RS, FUA e 7 4 —EOOGEETK
LTHARFIESDTH % EE5HERZT 2,
SHIERR W2 LT i SRy T
(VAN

B M

PRAFNS9ELISE, 41X Duchenne Eff &
Fe 7 4 —fE (BU'F DMD) ¥ LT Rl-an-
giography #Hulh &35 DB EFNHRA 21T
W, TORREERRFELTELD, KEFI3
EHO ¥ LD & LT ARERC LD DERREZE
fto 5HE, ROSH 7 I 7Bxv Iy (UT

Tau.) DOEEEREEICTHT 2 BIRRICDOWT
it mz 5,

VR
(A) FREZML <

1) X4 : AL IRIETT AR BE ABE R 0
DMD ji#20% (AGE: 17.545.4 Yr. STA-
GE: VIII(5), VII (6), VI (5), V (3), IV
(1),

2) DATA IR : B#FRYSELE O A OHE
DI WIFNOF BRI Y v ) VB IERS01£20
-30mCi ® Te-99m %A MR SHERHR
XY AFEEMEL RAO 25-45° OfjfEX b
20-45° OMIE X H 20-45 msec DEIFF T 300 A
54 AL First-Pass 05— &% & L1z,
TTREFIEA 20-30 1 LAO 25-45° ofy
[ET 600 OIA%ERINL, FHgRE~L 45—+ A
A =20 DATA & LT,

3) WRHIHEE ¢ SEMME L TR SR
BiERT 4 —x — L LTS ENTASEEIER (I
T LVEF) i&oWwtT, HaLi,

(B) Tau., X %WHEFESHE DI

Tau. #BENHTOLEBEOIHIE(A) LR
BeoJjtheRk®dts LVEF &7 — Y =fHiz &
% phase-analysis (LLF PA) & TEHM L zo

B R

DMD [E#204 D LVEF O#ff%% 1 1R
T STAGE-VII LT OEFIIE T BED
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%1 RI-ANGIOGRAPHY PATIENTS & RESULTS LVEF %

CASE AGE/SEX Dx. ’84 ’85 ’86 STAGE & REMARKS
1 Y. M. 27, M DMD 0 %45 38 8 RESPIRATOR ()
2 K.K. 25, M DMD 38 37 30 8 RESPIRATOR ()
3 K.U. 19, M DMD 39 *50 44 8 RESPIRATOR (+
4 H.M. 17, M DMD 33 *46 *47 8
5 T.M. 16, M DMD 49 *52 8
6 Y.O. 29, M DMD 46 43 34 7 TRACHEOTOMY ()
7 K.T. 23, M DMD 48 46 40 6
8 T.M. 21, M DMD 52 44 40 6
9 K.K. 20, M DMD 47 43 41 7
10 S.1I. 18 M DMD 46 40 7
11 M.K. 17, M DMD 50 47 43 6
12 T.F. 16, M DMD 45 41 35 7
13 Y.Y. 15, M DMD 44 38 6
14 K.M. 14, M DMD 54 48 6
15 N.Y. 14, M DMD 44 41 7
16 N.Y. 13, M DMD 52 38 7
17 N.N. 13, M DMD 56 50 44 5
18 N.A. 12, M DMD 52 47 5
19 T.H. 11, M DMD 42 5
20 E.K. 9, M DMD 57 39 4
*IRMEX bkE?
.~ E F THREE-YEARS-PROFILE L.~ E F Tu0-YEARS-PROFILE
60 Il CASES 60 8 CASES
T=2.06 [l fE=20 T=2.68 [1dh/% =14
0.05<P<0.1 0.01<P<0.02
{ ] \\
T=2.67 [11hI% =20 \.
0.01<P<0.02
\ ’-'
£0 V\\\
A
RIS
A0 \\%\ﬁ
L L
Vv v
E E
F F
% T Y “ 30 :
24 % e 2 8
Y:STAGE (8) V:STAGE (8)
W:STAGE (4-7) M:STAGE (a-7)
B 1 E 2

% LVEF @{ETF#mRL7ch, STAGE-VIII
DIEGNE 5 Girh 4 i, FRMBHPICHTE X D SEEH
W RTEErRDd LA, SEMPLETER
11 T 84-86, 85-86 FEDNIT# 4 10%, 2
BUTOEBREFETHIER LVEF OETx R

»iz (FM1), #RALTHE®/RLI STAGE-
VII DEGIxERL &4 BBREZO0S5 LT
Lt ot, 2EMDOLOBIE S FITDMITTYL
Rtk R B bR, EHE 2 LT T LVEF
HDEBFEDET HDIA L DOHT STAGE-
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VIII © 1 fioHiEhx - TR Bbes %
xRl (K2),

864E[ED DATA i© X b ADL & LVEF {fi
wonWTHET5 L, STAGE-V 725 VII ¥
T4 1 LVEF AMETT 5800 H - feat
STAGE-VIII T ERT5 Lo R
teote (8 3)e L LETh BRI b HEGHF1)
BEXETL D ehr ot TIC85-86 FED i
ADL bbb -7 (AR LETLR
B (BTY) LoMT LVEF 0%k (%) LIS
TR HER) RT3 L FECTB
BT\ C LVEF 2R &AL T (K
4),

F1ERLEZ EL, STAGE-VIII DfESH]
D 5% 3 PINIRERARLI X h ATERIEER P
Thhh, NLPRBEARE (AR, ZhiiE
0% F1% (BRE), ROTMEREA0%LLE (CHP)
T LVEF xR Ui, ZORBRATHL
B~ HEIC LVEF 2 {ETLTw

ADL STAGE
v VI Vi vl
@ 6 ©) 6
50
L 40
\"
:
% 30

M} 3

ADL PROGRESSION

sLVEF aLVEF
LVEF
oy A B oy A B
T=3.61 P<0.005 T=3.22
0.005¢<P<0.01
—-10 -10
-20 -20
-30 -

1985—19860MK
A: (186 A) ADL-Stage it R U
B:( 3 A) ADL-Stage X1t & b

B 4

# 2 RI-ANGIOGRAPHY PATIENTS &
RESULTS EFFECT OF TAURINE

LVEF %

CASE AGE/SEX Dx.

PRE-TAU. POST-TAU.

1 R.T.
2 S.K.
31.T.
4 M. U.

46, M
48, M
54, M
21, F

MyDy 53
MyDy 45
MyDy 26
DCM 15

60
50
35
22

mm<ir

2
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A (A N)

B:(6A)

C:(7A)

R 0 4R ik &= oo 3 Bg

T=2.37 0.025¢P<0.05

drt o
Fh

| S
T=1.68 0.1<P<0.2

LVEF:36.5% 5,97
%VC < 40
LVEF:44.7% 5.05
40 < wvC
LVEF:41.4% 3.87

B 5

TAURINE
LVEF

77—

20

:
30/

20 -

PRE-TAU.

RESPIRATOR, TRACHEOTOMY

POST-TAU.

10} ,
® :Myotonic Dystrophy
¥ :DCM-Distal Myopathy
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2, BRiTE AR L TOBRE L CHE & DR
ik, BEOXIRDIEr o7 (K5),

wiz, Tau., 1 146 &xMiREEC AR
7 4 —4%E (MyDy) 3% J, HIEDIREHEO
WA L - 7o S - — (DCM) 129 &
7 (F2), F b
M0 LVEF fHi2-35 Y 035 570 TH

PE G Ui T O A 7R

TAURINE
PEP/VET
T=2.463 0.025<P<0.05

—

06 + L

04 -
l\\ N
 \r

0.2 - N &

“u

PRE POST

TAU. TAU.

m Myvotoni Dystropl

v DCM-Distal Myopath

7

T L, Tau. HERBTEEOL{LL b
P> TEDST BT ek t_«*lb

HED—IREETH B HiTHR /.
P/VET) % &% &Fifl<mib, llll b AL‘{%%T'J'E
DEERUEEEH R R L (KT7), 77—
) =fFHTIC X B PA THIRIFA # — 2 0FEY
BTz (X8 ), FER LS HEEDOLALIRAET B
h —Re e AR AR GROR, FURA, mE
RHEIE) DR TRAED LRI B ORI h -1
DCM JEGNT R\ T B /:wNuz#)cﬂux%}x.ﬁﬁ&’>

Fm
Teo

z =

LVEF 125 H DMD % CIRRIEMIC
OBEREAME T LT L FavR I i, Th
C’rlLLfD D= 2 — RS X DR OWE L —%

5L DThoTce LU BEEIC STAGE
VIII &5 - TR, R ET%
AT OO, —RENTILEEE iﬂﬁt-}mﬁbfﬁ\
b NI, FORKE LT, WA 5]
7, ARSI X % O o (s L o

BEFORE (’86 MAR.)

AFTER (’86 NOV.)

8 (BEE1) TAURINE-ADMINISTRATION
CASE : M. U, DCM-Distal Myopathy 21, F
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723 DATA SEECHETRAIENE R T
Motc b\ HTRE S BETEARVA, ADL
ETC L5 0AMOBR, PRIRBOZEL, 1§
CATFER B E T X 5 RRRIRBOTEEF DN
T X o T, DESEEIMEIL ZT kv 5 TR
M iaf Loy, WY To ATFRAD
FIRAOBEEL, OFRLEROHEIAZEDLE

5 A0 T EBbhic,

LVEF i ADL-STAGE Zo 3 o & id#HM
Utshsot2h%, ADL 23 ZE{EL7c BHC BT
LVEF D{ETORENEZICKE D LH,
M4 D FNC X o T OBREREEC 2235550
D, K& GEHRENIBT BN, Eiob
BEAMET TARH L KT DD TRV E
B, SEIOKRRIX3E L\ 5 BN
Mot ADL ZALBEOHIE DI, XD
EMOMEBC X DBHADETEH D2, O
R % BUBAY R IR O BRI & R E T
AR TiERFHC e 5 L lbhic,

iz Tau. OOMEREREECT B BIFICDOW
Ti3, —BARRHERI XA 0REB W TRC
BEAMT R THER ORI RIS & e 5 EIfER
LIADRNEDOWENRD B, PEHITILED S
NEEOE & OBFTH, DMD EFITiRigw

2% LVEF offin, PEP/VEP o%#i, PA
TORMEHKRED AT 4 — &2 —DHEXADL
ks R Wi Th D EE S ik ST
foo FRCHEIICIREMOTHE R B UIcEML ¥
Fx ) AOHERIHEA L, —BoBELLETLE
CRTE AR T T 5 X 5 IIERITH » o
2%, T O X5 KIEGITIE Tau. 32 DHAENR
FRAPLIRLONTIWEYTHS EBbh
7o 5% DMD EMCdR%L, T BESE
BB DB RO FTET S FHEL TV IV,
SBLARIECT KT 5 OBEOMRIL LT OER
FE EEIE5 ML, (1) BERMTHE
LB RIER, £ h = XARERCE DX,
(2) WY iaiR B A T SHEFRE T8 7
WAL E AT, (3) T ORGRE I IE
TEVCIHIT 52y, D 3 HCHELOOMED B
ERDH B LB,

E

1) DMD B oL BERH T
X b BAEFICHRRT LT,

2) 2V Y YRIDBPFOA IR T 4 —ELE
35 OREED RIR O T et BN T
BE Lo
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oA o7 1 —EOEY, HiEk L O EEESE I Pk
Y =%t § 4

FEAIGLIFEE I S0t

r
T

REAE I A2REED Duchenne B 2 b 0.7 4 —fERITBIT 2
P OO I O EAR OO 3F {7

— @8R A VROKRKBEERY Y 2075 72X 5k —

B A B

4

FELREAT T REEYRBE AR PR

kEwEE T OF O ZP, B OK

#y, o4& HE BAY

4 B oW T, OB HOE T
D BT T AR AR 2 Rk

E B

FKINFREARLIRFED Duchenne HfF A b
r7 4 —iE (DMD) B#34 (RIFH &, 3
HRAAIRED DMD £% 84 (JE RI )
LT, BIRT A v SOMmEH AR - 548
DRI R ARERTE - KREREY 75703
DO HE R REELT Lo
FETCIRABIZOWT, RI BEERICHL, B
e PaO, & Sa0, DEMWKLETE, PaCO,
DREEER%RL, MEHADEBTHE, &
REREE - A lRAML, MR LEET S
BRI H -, JE RI BRERBCEEL RS
o tes

ERIRABIC DT, RIFZRPEENSL,
REM HIDHBIRET « Bl & — v OREMN
Hotco IF RI FEI—BEFHRA L RBEOLER
RE—VER LIS, BREMORE(L &b
ORI E LB R R ich 1o,

FL&IC

BET « HEMOMEOETIC X Y, K
ERARLIRABICHi - 72 DMD B3, FHL L
EERHIR I NS 1T b Tlel, B4 Tof5sm
IERDHBLIT 5,

B, LELEER L TR ie s

RTHHBUEARIINL, BSR4k
DARRBEF 2 5 HHE T,

SETIhbiX, BROFEC Y Y AREEK
WK B U, R ORBL — T LT
LRI B EHEMIhTE I,

£ TRA, KPR ALIREDO DMD
BEO, RENCIG 5% - EIRRE L B2 T
LI TF OBE LT - oo

¥ R

1. BEmE # A5HiC PaO,  PaCO, D
PR L T 5 TAEFFRAREIRBED stage 8 D
DMD E# 34 (LAF, WAL L5,

2. BRAL T\ stage 8 © DMD %
84 (LIF, JEFRALRE LBET,) DI age
match L7c 27 & Lic,

VR

1. FEEEIR 5 4 v R X 5 Mtk om
WHAFIME, 74 v bOEERImFEE: <
=X —o

2. BWERAY 75 712 X BEEIRS .
3. IRARTHIRESEATFIE O EE NE R,
D3 DODHERT -1

T2 OBTEERA Y 75 713, WERARLDE
IR AR OWRE, Aitl1BL A=
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BT -1z D>, FRALFHIBERL,
FEFEHmARLTE 1 RO 4 A, FE 1 O8N
e APE % F—RAK AR T 1
X, WEEOEROMECIHE_RAXHERL
2o

5t 312iL, Omeda # 3 ® Pulse Oximeter
Biox 3 Z{HEAL, M 14T 20OR{T-70

M, BRRERAEY 77 713, K (C4- P,
MRERESD, BiAG - RIS % & Fo PR A D i
WHER, %, OERYEGLEL, HERER
12, Rechtschaffen + Kales & DFEEECfEV 1 45
W THIT L, RELTS

clock time

= B

DI, HH—BEDO KO LEOE AT
(M1), BERMBLTHANEE, B, &R
PR TR, BREREOE, mMBEHADE
fb&mRLT,

ChBOZFERCOWTHAICSHTT %,

1. Mg s AOERIIE,

a. PaO, DREFSIHZEL (K2)

LB OIEERARLEL, EFRCbICDEEA
CERAE L, 9025 100mmHg =L, T
BB AR LR, BEROKHERIC, ARCE
TL, 40mmHg FiEE THTREL,

RN ) ]

sleep stage

mmHg
80T
Pa0:

PaCO: 2

60

50

401

PaO:

mmHg

S0t

80

70

60

50

at

HWN=D >
e oa e am]
g -y

PaCO:
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100 /—/\/\-

16 1w 22

B 2

0

r & & & W 27

ctock time
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b. PaCO, OfEREFAYZE(L (K3) BRE L TEMBEL TR L,

LB ORI, 70225 80 mmHg itk I. fEREIREHME (Sa0;) DEENFHYL
ERFEAELR L cn’, PaCO, (1EERFHY 1212 & (H4),
RBMETD D Ieh > T TEROIEFEARERE LEIIEMRARLTED 1§, TERIIFRARL
PaCoO:
mmHg
90
81 -
10t
601
“ ’—/’————-_”—\‘—\o—_q
40t
1‘6‘ IL8° 20° 2.2‘ 2.4° .2 ‘4° ;S° ;3 IID’ I.Z"
clock time
X 3
clock time
12° 18° 24 6° 12 18° 24° 6 12°
Sa0: et ——t et + + —
oo W\
9571
P01
851
80+
R R
sleep sleep
B 4

20022 2w r z 3 & 5 6

clock time + + + + + |

Rz

) [} i ] ) i
A
sleep R
stage l
2
3
4

(3088 ' [ '
A

sleep R
stage

2
3
4

B 5
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o 1 T, EBRPOMMIBERTRT,

Sa0, 1%, FFHARLTETIE, ERPDIZL
AETEE LIS, RARER TR, ERP
HHETET LTS,

. FEROZE (05),

EERIRERARSERED 1 0], TERIFFRARAE
PO 1 T, HEIREHS (sleep stage) DA
AW, R REM U], 1~ 4V &RELRIY
ETo

a. IR

thfrssi (IHRPHEBTLHH2Y) 13, &
ADEEE L CTER LI D HIT - 7,

ey, EBROMBRAETEOTHE
B3 - oo SEIRE LIcHih Bid, HAIsiR
P TR B W & % O S OREIRELRE & ORI
ST R Rh o, KL, PaO,
AUE T 2 R EIR SRR E TR L, AL
RHHIINT B L\ S AN D - 1o

b. MEMRBRE A D%,

BB U R0 0, #EEIREREOFHHI
Rz DWTRT (F)o S1~4 + SREM i3,
AR 2 T, JRPRARLRETLE, AHER
EYRL ol oA & RO INBIR YR L
B, TPRARARECIE, EIERON 3 + 4o
BRAELERS, REM WA lsH -
oo

X512, 4o REM HHBREZRT (K
6)o FIRMNIERALTE, TDARIEFRALE TF
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fo—y A
504 / 50 X %\ »
—— ’1' ‘,' (
4 Y
é K4 \
J 1)
# R B B| 8 R f | B R R 8 R & | P
EERE IR O EEOE A B W IEEE EEIE I I ]
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e) MEBANTCI, MBI X D EKEES
T5H, Bl BRI RICRhS, )
RS CRYBEHHILEVCERETSY, £
DETEREL, EEHIIRIBFT . 4)
W LT, B, ETH3I KB,
I ERIR A MBI EHE L, a) TRl
134 stage ®MWL, IEFIDI0% CHIRAZR
BHht, EORENRIL0~35° 7o L47° %
TTHotco MRILE stage & LHI0~40%
DIEGIT BT D, T OF BRI 0~60°
e L80° Th ot MENTH X DRI
TWABHAL VRN R BRI, b) BRI
I 13.30~50% DIEGICBMEL RD 553, st
age OMERE & LTBHBBEAIIEA L, stage
IV,V,VITi210~30% £ 1% (M6), ¢) B
B TR i 320~40% DREFITHBREET e D
AENRIL 0 ~150° 72\ L160° Th o teo HE
e oW TRBEFOELEEY DD, HHlHBIE
chi bt EEE L, HRobBARECSE
WEWHEEAND D, MBIZOVWTL, & sta-
ge XU T, 10~30% DIEFI R RD
bo XD AR IZ 0~10° 7L 17° Tho
teo —J5, EHRE LU TR I VS, bic
WA, B X b BB b 5 FEHIRE D DT,
(®/7) d) HikEPI10~30% OEEFCHl

X @EEHR IR TS, FESHIAE D
T BiEGIRE L, HRODDIEFANLEDD, T
DHIFREE stage &—FK Uiy, (K 8) fESI
KON ZTHB E, BREALTE, HR
IR &tk LTARICS WA, STEERED
BUANEHTH D, iy, BECHD
BIHTIHNCIEI0BITL B Y, stage DERE &
LT, FREEAT 52, EARTIR I BH
e, A<, stage HERTH L
LM B, 2% D IR ESHEEE DG
ML, BTEIRE, BRGNS
(®9), ) FHFE I, WRLBEOHINE
&, stage VIT%80° Ll EDAENREZH T %0
La L, FOEMRE, stage 2SERT 3 LR
P15, ERIIHCHBIhTEY, TORE
1T stage DMERE & LI nH, EBHIR
Gt % stage &b 10~20 B ZAbNBAH,
stage VITCILEHID 50% 1B 5 (K10), f)
BBIETCI B HR A EBE T, la TIX10ZOIE
B, $#10° OB L D, stage HERTD
Lk, HREEmL, V,VITIX100% D
SEFIC BB A RD T, TOHRORE,
BITRRE L7 BH0, B, Va 225 Vb ~B
358, AapcHmts &ExRHIVh Tk
—25° kL, ks, BilifHRIhs

*x1 FHEW
Swan neck Stage T X b E<K #3, 435S
Hyperext. Stage 1 X9 E>H #3, 4558 KWTHE2, 54
o—0 FHRAF—2VI
~——-o " Ay
Swanneck ¥ hyperext.
(%) b
100- *
H
[
A
Joto
[
} [}
! 1
] [}
50+ ‘ [ S
O g e p—p—— [+ i T
8 R 4R 8] R B D f R dRMD g R P RD
MMmMB/ER BB N B M/E 4% % I8 | ;&
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5 6 7 8 9 10

11 12 13 14 15F
(A

BT EGIHIREEE OHEB

PULZFHTH - 7o, V, VTR A TR
LhIEGICRD bhitc, 8) BBIMiTIL, £
stage Zill UCIEMHIRONITA £ v B
Ia TEFID 10%, V, VITIE 0% D b D
Mh, ZOREIXIVD 25 VIEhHCEB
HMmTaZ @ (1), h) BHEHT
2, BRI a T CIERD5%IL5° LT
LD, HIROMBEET stage & & DITHREL,
VT0%LL EDFEFT—18° BEE LB &
wioic (KM12), S5)FHEEHM LT, F
I stage I X b3 C16% DLEGNCHIBELE
Woai®e, II X bit swan neck ZIE LRI L
TL% (H13), TOFEEH L2 T, i
o, EAG, Fio stage HOHWRAZTHS
&, stage I, T, EHELH2,3,448
WCAPRZETS 3% { (R14), swan neck ZE
X stage IV, V&3, B3, 447128 <, i
BIETUL, stage IVTIZEDE 3, 435I, stage
VTR EDFI3HZ S e abht (K
15), stage VITiL swan neck ZWiE, 55
448 <, BPBREHIES3, 4,5481%
W (R16), BI%, FIRE L stage DHER & &
LITHIIML T L %23, swan neck Bt ATFIC
%<, BHITIRTS, 4458\, E 7, BIVE
B, ERELLRLBbhBY, EFL
D&<, FRANTIRE 3, 438RVTH 2, 54512
B DI (1), 6)stage DHEBIC[Y
LTk, 14FE~34E6 7 Bicbichau Ll
(K17), BEFI 60 SREEBF MG BT X 51T,

stage II ¢ OB D LR EGIRE (A-
group; 7{, ¥HTHHALE) &, Fhib
K\VIEGIEE (B-group; 8§, F355.14 H) &
Tk, 1 HORIL « HITRRNCE & B ad 73,

T DT E TIEEOLILC AR D b,

A-group T, KENFHA Licb D246, 13L&
AMEEDLLIVHD 3G, HEFHMLICLD 2
fl (2.5 kg/year, 3.5 kg/year) TH ot —F
B-group T, AEHAGILL, EFHmML
oL D44 (2kg/Y, 3kg/Y, 4kg/Y, 4.8kg/
Y) Swsmiicbo 24 (3.8kg/65 H, 8.5
kg/6# ) THY, FEBDOLE B-group Tit

(kg)
501

|

*~--e Agroup

o—o Bgroup

10

8 9 107711 12 13 - 14¥
(REe)

K18 15fEfID T OE(L
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£2 DINAIENR SO TLHEH>50%
B DY (bR & B9 W (i) BE&m B
E H £ L] i ZE]
-30 -35 —20 —20 -15 —25
—40 -35 —25 —25 10 0
—25 —-30 —20 —20 -15 -15
-35 —30 - - —10 -10
—44 -35 -15 -15 12 5

%£3 DUBEENER BT, TR <50%
B B (R oY () B BH&H G5
b A E L] i f
— 10 — — -5 0
- -5 — — 10 10
— 10 — — 10 10
10 10 — — 10 5
10 10 — — 5 ~5
-3 -8 — — -20 —16
—-12 -19 — — -27 —15
—45 —40 — - -7 -2
—-35 —25 — - -5 -2
-35 —30 — — -5 0
—30 —40 — — 5 5
0 0 — — —15 —20
0 0 — - -10 -10
— — — — —20 ~20
0 0 — — — —
-30 -30 - — -8 -10

w4 EWER BTTRE TEHN<50%
B b4 M (bR g B9 (PRED 2B Em FB
= ¥ Vi H % 7]
— — -5 — -5 -5
—14 —20 — 4 -6 —-12 —14
0 -10 -15 -15 0 0
- — -10 -15 0 -10
-10 -10 —10 — -10 -5
-10 —20 -5 — 0 0
—10 —10 —10 -10 0 -5
— — —10 -10 -5 0
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RER NG, %L Abhic (H18), HEKC
DUWTE, stage HED EETAETs fo D HlE
BERETH > 7o DI LI, HTHEOMGE
COWTIE, TEEHORFA50% L EC 3
TRER T TRAA RIS, BEE /R L
DHFFEH DB, REIEOMRIL, 2y
—30° ~—40° THh B (£2), —F, TFHHH
DFEHB0L AT THITHRERIEFAD 5 B, B
CARREIR O I EFI TR, BRBIMIhE A
12—30° ~—40° T, AN IDETLTWS
ChhhbbTBTaEThHs (#3), L
LR U< TRATHIS0B AT C, BATRIHERED 5
b, BB HRO H 2IEGTE, RBISIHR
OEEFEERE- (£4), DEoz E, RO4%E
a7 BRBAEI MY 2 FIR & B ik
stage IVa 2> LIVh TR, BHEN
HIZHIR X5 DIk stagelVb 22 B VIZHET
THBZ L, RELVBOMBHR, &6
CRELEREZ Do TV BEELBRA,

E: ]

DPMD JR93MEGID 3 SEHiT it % K e
DHEB LG Lico 2R, S fler o st
R NRBsER A bR 555, RS, @
WX NG, SRS E CHIE AT
T %, BBEIE CIMBIF D DOMFFH stage 1b
DR R L e %, RN X Bl
Shn, RBEITR, REEiDEIa gk

ZTOWHENFER LA, REBMG NG sta-
ge IVORIATHHEN X F0F s 1 X
Moo SEMT, BB L b H0cR
3%, HoEd, MEGH, mikoEy, m
SH57, FREORE, R stage VT
LS ERREIhD 2 L 2Bt 3
fa oy, REHBIREATIIC S, il
EIPHIRE, stage 2ERTS &AL 15
Do [EFHZ, FHHCBERC b= BHIn% L,
BITEIRE, HMREMMT 5, REIERERE
BU, BITEIRICEL - T, 1% stage IVa 2»
b IVb 3T HB L%, BB
stage IVb 2B VIENFCEY LB, DTG
ERCE, X 0 BMBEEHLZ LR, £F
CEh%L, #3, 4#5C%\, %71 swan
neck ZWiL, ThI»BEhTHBIL, AF
%<, #13, 44KiCH\, 5)stage Ic T
HOLBHRVIEGIREE, Fh X v EVERRE
ET, —HOBRL - HITRMICERD D C &
Oft, REOTILIC LI TDEXBDI.

(A HEER)

FRENTABE, LFERARTUOE, RRE% I0EBE,
FEEETEBE, S Ehibe, EEIOAEMDL, M
TEHE, EEFESEb, RRSIERBAE R
P IEERRHIRAEE, EFRATTAEE,  EH
Be, EREEELABE, Mg, ERPEPIRHL,
HERONEREE, ERCERHOEEE, BRI
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ﬁxxrm74—ﬁ©&%.kaiUﬁfﬁkkwT6Mn

EEBHOA LD T 4 —

RS R H T

BE OIEEIEEE &

IYNEY)F— ar

i A B %

a2

BT R TER Bl

REBRE A B,
BN OB -

R om#M T F Ok E T

Ehvas = 2

£ &

DMD AR HERINHDBEDLE L ol
4B, TLEBSREORHE L EETD Y ~EY
F—v a3 VIXEETH D,

3~87%%, Stage 1~ 2 DI0FEGI%H X RICE
BhkAE & R OIS RET Lo
1. 5K, HEEII5~6REYBE5 LAHE
B KT B, 2. 20mAETTHEHE, RSB
Al3s XOSL D B 0RE, BiESOER
CONTHILL, EREIIERL D, 3.
DR F == AECHMINBHERBL, THEG
CEWNTHOBLE2 EHXH T EMNTES,

4. BmnBEhE BB BIR7ZcV23 TRk
%, RESCEHHBRAELS LM TS, &
QBB ERTNETH D, 5. KETO
AT IS A ETI R X CHERF S h T
W5, IR =AY AEY F— 3 VORLES
&gﬁ% Lﬁ:o

FrvvvrREHCAYe 7 4 —fE AT
DMD &R53) i2—fe 5, 6RECERTO
MERC X 5N, SHTORENHBLREZ S
W5z ENSE, L LEREREBEREEOES
TR X » Tl CK {HDO R & TR
RREh, FodiGcEbLABZ LB UELIK

£
iE i 1 2 3 4 5 6 7 8 9 10
F ¢] 3.5 4.2 4.5 5.9 6.6 6.9 7.8 7.9 8.0 8.1
G- ) A
Stage* la la la 2a la la 1b la la 2¢c
i53 1 1 1 2 2 1 2 1 1 2
Stage**
*Stage 1. FEEXAEEAIRE *k |-B% Stage 1. 500g MERTHELEZELE
a, FopphiclL 2, 500g MALAT)790° %k
b. FoBRI2 3. ML CHiAELEEE
2. FEBAREE 4. R UCHIJ 90° % B
a. FFFTh

b. FFFTH, OEF
c. WEFTH
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BB, TOPWIT s\ Tid TSR T
hhHicw, i, BEFENLVE LTHEBSh
TWB%E05H 5, fEk DMD i E Tk
BRI DWW T OFE LW R I\, - THESE
Y EY T —v g VIEIR T WEIRIC
Hbo Lo, Zo@HloEEEEED T ik X
U ORI AT TH B AIETIEREITH
%, T EICHAESCHBBMMEDREOMRY, H
LZVEREHYACYVTF v g VOFEL LT,
Eic, HMEOELGRE L LB VT L EE LI
ATHb, §E, 8IRLUTOFHERRON K L
{75 o T 10FE G D\ T EI o 3 T hE 2 b0y
Z, TOFHER LTV ~EYVF—v 3 vDdbb
FikBE L,

MNRELUTHZE

35S PN H 81 # A, ¥3H6.15%, Sta-
ge Ta 74, Ib, Ha, llc %4 1 %o DMD

BT, TRCHEBARKIIITRETH S, L sta-

cge b 9OBMEEET, 13661, 2504 6ITHRAD
500 g Hifr A% T BB B2 EAiaThE
TRI0EEFIC DWW THREH L, (F1)

BT H

1. %, #i

2. BREMEE (44 stage), (1)

* g R
L LR

ki
25 4

%, cm

23

3. HEhBERE

® 20m WAL

@ MEBAKE (5B) 0%y LN
1), Foadiklic, —E 3O ERH,
2) FoaliLic, —BISOWERIX,
3) FoEkxz,
4) FFF3y,
5) FEF3h, FokkIx,
6) WFEFTH,

- ® b EYEEDOKE LEER
{PEABL— BERAGL, DERGZ—880Z, {PEAFZ—
AILAL,
1) F&fEbitv, 2) FTEE2BIXT,
3) FRERIEZONWT, 4) OhEBLLDOMN
HILbEND, 5) bOR2I2MESHT
b Ehicu

@ _ERg EE)E
R 9BRERT A+ (1)

4. AT AL
A== AP X D58, M, TR, &,
B, R, RBAEiO% &Y

5. BUSHWIEHIR
BF R B RBIE

6. ), MiiEE, M4, OTH, Heiky

4 S 6 7 8 %
" " N .
50 &
- DD
o 20miEF
o0} ® BEES
* YL ED
o
*
D
2o} x ®
° o
o 4 .
L ]
0} o® e’ %o
*
oy . * o] *
* . L)
°
ol#m0 2o of*lon oo
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%2 Mh7=tb

| libg h ® %4 23 2
No. B fh B B fh B o | B | E
1 3 5 5 5 4 5 4 4 5 5 5 5
2 4 5 5 5 5 5 5 4 5 5 4 5
3 3 4 4 5 3 4 4 3 4 4 4 5
4 3 4 4 5 3 3 3 3 4 4 4 4
5 2 5 4 4 2 4 3 3 3 3 3 5
6 4 5 5 5 4 4 5 4 5 4 5 5
7 2 4 4 4 4 4 3 3 5 4 5 5
8 2 5 4 4 4 4 3 3 5 4 5 5
9 2 4 4 4 3 4 4 4 5 4 5 5
10 3 5 4 4 3 4 3 — | — 3 4 5
% 3
£ fl 1 2 3 4 5 6 7 8 9 10
E 0 3.5 4.2 4.5 5.9 6.6 6.9 7.8 7.9 8.0 8.1
G- B
Stage la la la 2a la la 1b la la 2c
K 1 1 1 2 2 1 2 1 1 2
Stage
i 6 & 570 720 — 600 1420 570 1060 1150 1110 790
(md)
CPK 1593 7651 7740 1979 1637 2416 1108 2439 3405 1471
()
ROM
# E ik — - - - — — — - — —
1 H + + H + + + + +H +
Ml g + + + + + + + H + +

%, mMWHR#E (CK i, z2v7F=v, 7V
7%+, GOT, GPT, etc),

RN OMBIR E LT 6 B R 7
Bk 2 HAT,

HR&IUBR

1. &, #ilitEo #$irixR1eRmLeh
3, ARETHEER & REZL DRI,
5, 6EARXDLEL-T5, BHRHHD
IWIEECTF oA EGIC XN ERE LD
ML T WS, LA LB I NEEL,
DMD Ti36.7i% T5 kg WL TH HMEHILT

X 12kg THDH, —RETHBTNTIREL
ST WA REEDOBENL DN D,

2. EBEED 7 A b O HRC oWT REMT
20m FAERETHRRE, BB SRR, MEARZ
HHOIH E Y RRER 2 KR LI,

20m AT CIIEMG6, 8, 9IX108FH
BB, BRI HTHDL, MEOR
DIXFETHRIAET, HEXEE LUT—RSD
TR X2 T HICTH %M OFTERIIT A RIR
D15 BTl B, b k)R

CCAMBALY HOSLH B Y R TIEF 7, 10k

2080, S50f0E WEEMEL »H Hb A JHRETIX

— 173 —



N

2a

STAGE |1y

wit DMD

o
6 {Sm)

4y

26—

Ivs
1

?

TR R g

3

w
A7

LIS

e

T
/__’_—’/\"\ U bl
—_— N R

e N
ﬁ\ .

Wil

5 6y

K 3

1.58Ths, ZOBXAMELTIE KEEY
ORI H DI 1 FITIEHID L DIXFEYRCE
HEIXLEMETH -7,

Th by, B EDBERBIHNE D
B2 D X <, Z O ER IR LD
BB EID, BREChIco THFEL DD,
55, BN EMPD~DORE LT B
PDETHD, BAZECOWTERETOHEDIZ
DRETOIMOBELH 5,

3. MR F==LEDFHTTFAI L

oo HIRGUD B KB~ E HNET X AETT5
B, HTRBEHVRRLA 2 bEhEN5, WEET
REEHH & LTHBREH X izl s th
%, (GR2) HBRr7, 8L SHIET
TEBE D REBEIFONMA DL LR, 1
TRBEEOH G2 L, i, HHET
ATV, L LEREEE DT & LT
Dl 55 5.

4. BAETEHEIR oI L ORI T4l
Rz & LR, LrLABOMEE, EHiEHE, FHo
RERERZ DN, HH13. 45862 HIE
AR T 5, L, TECIBREL, &

B DEBYHIRH R 2 HHBLT 5, BBYEN

HATR I ET EIR i 7oy, IRBIE CuR B iE
5, KERFBEESOEMmO DR, SHEHR
Wik bESHBTE, LOLEAROMNERT
WBZ ERBDBDTER LT by,
ih, THREEBOEMCIARELELI D
WBILEREY %S, EERTDALV y 71
B CIRARRHIEE E L CRBEHDOA LV FR
THRTULE B,

5. WiEEER L &L emERE R T,
KF 14,5 5EETE THMUMKRIET 5%, @
CK fEIIM» OEEEZRLTWS (F£3)

REMIEFIZR 3R Uiz, HHEDORE B
LR MET AL bR, 5E» HRE
i offEC X 2 REESoETHHIRA I L,
KRECTRGIMET BT H L 5B, 7

STAG
1 cogoes DMD
2 888 o & &
3 ® A Bz
4 o« o
9 8g e
6 - B
7 LA 1 cee o0
[ ]

8 . [ :gg e o L)

5 10 Ts 20 25 30

AGE



A 7 7O R CIHEDIGHELFT - TE Il dEE)
BT X HEFE SR TV BIEM TSI X
LR TP ERNTH D,
LHEOF|ENHHKRT, 3, 4EEHCI—ILE
HER L RED I X 5 1T Hh 2 5 AR OEEIRE
N B IO HMET, RESHES > 0rbh
foo 5, GRETIRAMSLHIETRE LML
f£b, 7, SHEETIRI LIHEEENOK TN
M e b EERMERT AL, T CiEENRE S
ORI HFEIhTW5L0Mb%, Th
BRETIRIFEIR—2o0ERE $E 2 bhil,
Z ORI A ORI L BB ABRNITF
3% 1o DHITE IR BB RE R & IR B et
PERE 0D, DL Ui hiess, BERE
EROB kD fediEss, HTEE, R LU
e X Ao B E LicA Vv y
FNEREN S, KBS ERL, i,
ERAEDMBToOLDLLERDD, ki, F
B, Wil Sz omilci & < R

Vo FEETORM DI O\ T LFRFIC
FRCHAZLBMOAEND L E N5,

IFHUT T2 0% 3EERTH D, EE
BLOARRBOFER & stage R4 TR LIcH
stage 3 1 ~24%\, 0% ADL mHATH
REAENTRETH Y, BFEITAREETOE
ENTED, 747 7 TOEMBHEZ Li5EN
i s o L o CEBSEEX AL
Tw5b, Stage ML Eicis b & ADL —i#t
BInSEE D, Lichi-THHo DMD B
~DOWRECEHIC &S\ fek—A Y ~EY T
—va v REoTBRRCHIGTNE TH
%o

¥L&H

Fa¥e v2E PMD @ 8KLLT OFHIE
R D 10 FEGIC D\ T TTHE R A OGS L
fo, EByEEN, H, BIE#fe L bARTHE
HAHs S DOBEBEIER D LT AU L1,
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WP R bo 7 4 —EORY, ks L OHBERCHT 55

FRAN614FREDT SEHLE

Becker i 2 b v 74—t 3
RBEED - BB DS EE I & A b vy - HAEIRE

R H W & W
FRRBOIERASE AR R

FEPIEE Hh &K % oM

o K ¥ T o4

FROIERAE PR

EZ B

Becker Bl A + v 7 4 — (BMD) B\
T, SEESLEEHC X5 BihEr 7V, BHE
i s BEETO A7 B LU AT —i2DOWTH
L, W4, BMD 3flAF -kl b 2
HI ¢ 14, E41216, 26, 285K TH 5, Hk
i, Cybex TE AWV A2 » Ry —%BIEEH
1%, BRSO b L 2i20oWnTIE, RiEEE &
[FERDFERTH %, BRI\ THFTIRE
WARERRIZ F AL 2 « 27 —DETFTABGL Y
FelRz 2HIEHEN R LM%, BRI RE
Braz . v—ix, BENDLTDEEEEX
DR TRy, EOHCHTHMENGO
P2 I EBIE ORRITE T Uic o SR
ByCRE LA, A5 —vN eI broi
LML - T B EE, BBEfiotr s « 2o
—Tilel, RESDO L2 « R0 —Th 5B,
VYAEY)F—va vDT7 7 e —F & LT
BB TER Lis Tl bisw il B
XY RBEMLBPTE I,

B &

BHoAr v 74 — BT 50N, KR
BECHEETH), ELOMEI IR TS
2, SFEEETNC X BRI, BEAERLR
e HINWECIIREL L HERDBH, E0
HET LT LI RIERE 2V cs ¥ M4, W™
Bk OBEE, thEMNERBOEE, NERD

BIRAEOREYED X SCRETLONE

D% DRERYR DB, Th bOMBIAE L
Th BRT D X 5, SRR ERH Y A
Wi FHili% #EDT W B, BIEEE, BH%
Cybex II machine® F\ S BT X 5 b4

x1 % %
Becker muscular dystrophy :
case age (year old) stage
1 16 IIc
2 28 Ib
3 26 Ib

Cybex II machine
torque channel
dumping 1
torque range (gain) 30ft.1bs/5cm.
chart speed 25mm/cm.
| |-
( ) Fi édS' i } ,
= |
R&kl A4~y 7ANOKGHREL LT
L A
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7 MEHFT - 10’ SERHS LORNET,.
Fov 7 JISES X OHARER S D O (Th
BRI TE 5 27 —ICHYT %) L
Bat Lico :
WREFE

®4u3, Becker B Arr74— (B
MD) 16, 26, 28iD5F 34T, AT —UHH
wrhFEhllc, Ib, IbThs (F1)
TFH A FIL28, 0RDFB 2L TH D, HTHREL
FTRCEMETH S,

oy, BAARNE L CXingE & [
BThb, RESEL T, #iREXEMALT
LIS %E ~ y Fio~v b EE LARBIE45° B
Bafio0° EihoML iz L, TREE~y ¥
MO ThIZRE~L P CEREL, RS
Cybex MDA FEflMn—FHTH L5, 7
T — LR FVEETS (ME 1), kK
DORTHHTH X 5 im L, KEEARE,
FIORMETBERLZThZhiifiL T4 @

ft.1ibs
804 "

TORQUE

704

60 4
504

40.4

301

204 '/.//—/\_v
3

J
0 ~

v, ZOHRDOFEROE—7 A7 fERBEE
7, SEEEERD A €— Fi, 10 rpm, 20
rpm, 30 rpm, 40 rpm TT\, FEFNT X - T
EHRMNL AL - FREX L THET 5o &
BEECETBE—7 AT RRDTHD, b
N 7{EE MEEORY HHRAEET L <7
— & T5, 285% & 305D J5 2 /D EHWXREE
(N BV THRAROFETHEEZT %o
Cybex II @ torque channel {¥, dumping 1,
torque range (gain) 30ft. 1bs/5cm, chart
speed 25mm/cm TfT\, NEETIE, torque
range % 180ft. 1Ibs/5cmTIT5 (ME 1),

# =R

1) JEpasm
i) Jah ,

NEETI, fAEENEVIE LR v 213
b, AV —AEEO ERCHGGEME
5o

BMD Ti¥, b 271325t 1bs AT CEHE

ft.lbs. RPM / sec.

25 4

204

154

.3’_1‘ﬁ<4
1 2
0 v

10 20 30

H1  MBIEiRM s

40 speed. RPM 10 20 30 40

n: EHEXR
27—

1~3; BMD
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ARERFCISWTRERD 1/10~1/5 Th 5,
R7 =3, NEXIVELAEREOLER LK E
ATHH» L GlHBH, o2 fHCit LR N3
EAER LRI, IEFI2 Ti325rpm [AET
BERE E LD, AT — 2 L OMEMIIZIE LT
£ (K1)

i) fhE

NBETCDO L7 - Ry — i3, f#EE L OBG
TRWTHEMTE bh R &R T, BMD
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z =

BoAPR7 4 —BWT, WEESHOER
1T o TR S VA RIERF O D X %
BV hTuwa iz EA ] bhicv, IE
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WSR3 % itk 2 /LT 5 fedic, TEE A46
B (55194, 214, F420FH559F) %
BT, fHisOBRMEMLI, CT A% 49—
%, Hitachi CTW-500 # J3\>, water calibra-
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A3 5 58, #EKD ORI ET O 3,
CT ftio#%E, CT Index D#iE, fHRiED <
B =R E, W OMRK LR TE D9,
UL, BREDORE, ik XOERARY
ERINCFHIE 35 Hdg, ERFAELL T
e HA, H0 CT {HEMEROME R
MxT, # CT A5AAHCBITAEEON
CT flie 350 OMFERK S L 0D Ltk
B S EIE Y EROC FHETS Hikhk ZTRL
oo SENE, KBBEA~OILADRIER: LT,
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v, EOREFMYRDLEDOTETOLELR S
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UL, 4682 DIHIRAT, F19%, «274
THDo HE4L20F 0559 F o, T
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Table 1. Subjects
\ A
S ge 20-29 30-39 40-49 50-59 Total
eX
Male 9 6 3 19
Female 8 8 6 5 27
Total 17 14 7 8 46

< mean age=36.5 (20-59)
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CT A% 4 7 —I%, Hitachi CTW-500 % H
U, R4, AT A ANES mm, AF ¢ VI
16, X#E120 KVp, 200 mA, Field of Vi-
sion (FOV) 300mm & L7z, fl@ifdo
CT {HDREW H R T 5 7cdic, K77~ b
AT X BBERHREIT o700 AT A AL,
F%ﬁk@ka.Crz*++—w&®:v
Ea— & —%HWT, FHEAME, EEERY
BE, JEBASNECIE MR 4« Wi L CT fEd
% X ORI RE T RO T, RICIEF T E
7% HCT fl”o)'ff[’ﬁ%fﬁiﬂLt'(/)"f) level de-
tection DEEREX T, AT A1 AMICBT 5,
Em@m<ﬂ‘mzﬁ¢5m»@mmma.%
DR T B (CUFZMmEE &3 =
RKDTc,

M1 CREoHEERT, £, tF9 7K
—AERAWT, BNETAHTREXIES, 2D
fEic X b, BLOFERN D CT fED - & i
REs LOWRBES TR SN D, RIS, KR
J X 512, level detection % fi\~TC, CT (O
PO LR E FREEEST 5, chd b, \{EL
7-CT D l}ﬁ W AESolnEik s, o

LR HEG I RD BN B

ébm.$b?®ﬂ%ﬂ:hw&émm
7212 1) [ — A A 10[m1 1 L 72y o JUIZE ﬂﬁ@
B, 2) BB MY PRI, RKEE
f7, TR & 2 2 7 Mo JEMED 281k,
DATA AT E ETF 1 em ToOF b LAKD
HEE DAL AR LT,

Fig 1. The Procedures

Table 2 Reproducibility of the Procedures

(n=10)
Mean + S. D.
CT No. 'Mean 57.19 & 0.30
No. of Points 13914.5 £+ 76.97
AL 4772.07 + 26.41
A2 3876.03 + 12.87
Al ) A (%) 81.23 + 0.29

#1 =Total Cross Sectional Area
#9 —=Cross Sectional Area having the CT No.
in the range of 30~120

100
(%)
90}

]

60
50
ol 1
30
20

6‘0 70 80 9‘0 100 110 120 130 140 150 160
Fig 2. Level detection: Min=230,
Max=varied from 60 to 160
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Wize
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RS T X WA R L, e, RO
EERL A F A A ZE 2 Th, WEHEDLES)
MEvx, kT CT f{HA 4%, Wnnkis 3 %,
BTN 1 BLUHNTH D, KERZELEAD
nich - 1,

3. WCT {HOHPMA : EF T HF HHCT i
ORI, LT D 7 v 2 A T307 5 120D s i
E LI,

1) LRI i C
LI T 529,
DAPIICE T, "HEHE 14T L0 CT
B, BEEHE(RZE, piexel B HRd 7464

T fHOFPHIL399 5110 & ]
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2% CT V15 54.4 TEER T
19.2Ch - =0
NPUEXDHH CT i FRIEYE 30 & L,
DEWEH 2 7T X 51, level detection @
THRIEZ30& L, ER{f% 60 2 5160% CZ{L
SELRF QBT OTL L RF Lz, F0kk

&, LERME 12028 % % L BWEET 13F—
EDfER LD EMND, ERES120& L1,

4. IEFE: X3 CSERD M CT 1f, K
B, ZWEEOERMELY B LR, CT fii
1%, TREGTCRBEXLIVEBECKRE -1z
2, BIEWREERGE T, BLEQREDDL

Table 3 Normal Values

a, CT Number
Male (n=19) Female (n=27) Total (n=46)
i i .
Leg % 111.4 + 21.0 * 79.1 4+ 16.4 92,5 +24.3 X p <0.05
F) ® .
DF 54.7+ 8.1 * 547+ 7.3 54.6+ 7.5 * NS
%3 % g )
PF 51.3+ 5.5 * 519+ 7.4 5.6 6.7 NS
*DF =Dorsiflexors, PF=Plantarflexors
b. Cross Sectional Area (mm?)
Male (n=19) Female (n=27) Total (n=46)
%1 x1 .
Leg 9332 + 1537 8478 + 1135 8831 + 1368 * P <0.05
*2 ES "
DF 2001 + 492 ¢ 1441 + 239 1672 + 456 *2 P <0.05
s )
PF ™ 5047 + 896 4106 + 666 4495+ 892 3 P <0.05
c. % Cross Sectional Area (%)
Male (n=19) Female (n=27) Total (n=46)
X1 X1
Leg 66.9 + 4.9 59.5+ 5.7 62.6 + 6.5 P <0.05
*2 x2
DF 81.9+ 4.5 87.6 + 6.8 87.0+ 6.7 * P <0.05
P2 X3
PF 85.6 = 7.0 87.7+ 7.3 86.9 + 7.1 ¥ NS
100 #F =0.62(NS) ~100% 100 HF =216 (NS) 710096
- 90f- 1 I o0 5 %0f- I i I B
_ 8} O 8of- I 80 m
o] 4 - o
< 0}~ 470 < S - HJuo <
5 #F=1.46(NS) g o HF=1.59(Ns) 0 =
3 oo Heo & g oo} oo E
2 50+ :{ { { { s B Swl L 1 { RO TR
@ I
5 4o 10y E 40l 10 g
30} -130 3 30}~ -130 S
20}- 120 X 20} -120 X
10}~ -110 10} -110
1 1 1 1 ] | [ !
20-29 30—39 40-49 50-59 Age 20—23 30—39 40-43 50-53 Age
a. Ankle Plantarflexors b. Ankle Dorsiflexors
Fig 3. The Effect of Age
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Fig 4. Application in a D. M. D. case
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EEHLICRETH B, Tofb icilifh, Xk
BEPNEEAs, R, KRGO REIER
LT\W5b, £KICR & HMmeEi il 5ac i
1> L, Selectivity pattern O A CTHEEE D A
WRTH D,

THE#S CT & (KIIb) Tixai - BIEEW,
v 7 Ao CT density 2METF L, BEEMX
ey X < fRich T b, A/P ratio DIE T2}
Db b,

KTc © stick picture TIXIH®HD stance
phase 12313 % JEBAET O JE i FA 1 0° 12AT <
{2 L7oIRBEA N R @ stance phase It 5 &
BB o JR M AR R E T E T, ALERSTT
B2 L1

KId o=s xR0 ») Fx
VIR O el A R Ul EAED DB D

KINEMATIC ANALYSIS

B III

EAERRE L, BBAET o T LB RSB
HEBEZOND, Hithn IFy kBB ok
KEAMEL, BB S IER & Bbh b,
(RO O ETEENE ST v AN X L, Fz 0¥
IXIE%; pattern TH 5D,

3 FORO

KIS CTERTix (KIMa) AG> JEkE>
BT > EH> B OIS CT density 2% 7%
RIFTH B, KEBNEHIEH YR LI

FERH CTE Tk (KIIb), homogensity T
B HLEED density (2K <, A/p ratio 3
ETFTLTW3,

MIc @ stick picture TIXAPEIDOE) = 1%
473y 72 THBH, NlId D=4 NPT
537 Fx X ZIEET 5%, ITREED
WL Bbhs, Fy wixlihfof ks A
K< L2 % notch wave 2"\l 2 5, THEHID
ETCLsdnLBbhs, Fz KL AN K
<, ARG ERET) L unsmooth
Thho 7 VANEL, DrBPCTHIEHEL
L7\ case TH Do
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w4 $OHRO0

KERfpRED CTHET: (MIVa) #ifh, &L
BRO—B OB, WEHRF LR TR
T & ER LT, TRV CTH
< (WIVb) BEEfoIER2A A Tw%, CT
density H{E<, m. peroneus longus et brevis
R EAEERL T,

MIVe @ stick piture TRASOT) &1
FA4F 319 7 ThHbH, MVd D=5 NUYUF Tk
Fx 3%EHE» Rz, M TRED EHTH
%5, Fy OFENNC notch wave 2FEDH LI
5D THIHOBEIIRR unsmooth TH 5,
FEHEHSIFz TRPEDOHERE DY, Th
XIG LCFy DhijaEo/nNgHf EFx D4t
HED i PRRFREZETHD, TD case X
R OE ECmE TS L &, PRAETOIL
H LA DX unsmooth TH 5,

#i5 FOHO

KERGHED CT @ik (®Va) KERPIHRNG
D MUIETG D CT density 2MET LTV 5,
WG, RIGROREIGENYL well-preserved T
B 5o

TR CTHIE (MVD) LA {ER
88975 I

®Vc @ stick picture TXAME OB &1
FAF Iy 7 THB, VA DZ5rNUFHLIE
o pattern BB,

£ =8

BT IR T AR RIS L OREL D
bo B DIt force plate DEEIKMILHIZ DU
TIEWHBITORR OB <2 —vi({ED,
T & KBRS FRERE GO BT 21TV,
BT LT OHEMLB R ERCHMTs 2 &
MTED X IR oI, BT TR IR E
BB > A7 A ACTHRARES A e 7
4 —HEBEOHTEAW LI, ETEHCA
27 4 —fERWL OO BEBRMBR T BB,
ZRZER OB DI FHHREDHET OH SRV
DICERED DO TRAZFE L VAT AH
WTDH®, Xy -8, ROEHHEBHED stick
picture (=N NPFEELRFT Lico TRAENS
ﬁﬁﬁﬁ,%ﬁ@%O%ﬁKOVfTﬁﬁﬁ®

CT GEBRUAN LRI LI,

oA e 74 —ECIGHE CTHT O
ORI L TH %, Selectivity pattern D
TR E T B TREMRE O Lic i
FECRTET 5 pattern TH 5, HH, RAEWHE
LThBH, —BIZ ADL D XL i b type®D
WA+ r7 4 —iEEEHOREERRIEY
THY, EENy 7 —HIRIFEVITH D,
KEBESGREO R ARZEG (RIED) 25
I EEEIh, PR, PR RONEHA
ZOEEFRE L, KEBMIER O TRER
RHBCR I B TH Y, BRIHIED
RFTVDOTHD,

THRMEMIEA % 3T 8% TH CTHick
T AME ERFOBBRCERELTIE, ZofiX
DT B oML (A/P ratio) %3k,
EH{HIX0.6~0.8, BEERG, v 7 A BHROEE
FHIEARDOEE D B VIR EHEM DL
A/P ratio AMETLT\W5%, DEfFCA L r 7
4 —ETRIMOBT BEEC A/P ratio AME
WEEDD B,

KEHAD Fx, Fy, Fz 3FxhFhefhisy
B, Wik EBES N E2ELTED, Fx ©
BEBW LD T—Ele 2 —-vxELT, T
Bk b2 Ly, FIAMER Ci<A >+ A%5E
LigfEhicht, Lo LBThoEER%E
LA & — AT X3 I HIEBELOMER
BOREENMDRERXZ T D, VX I
BT A MBI Fx & LT R
BHNTHA S0

EHOFx B O KRS iEehls
BRI TR LT, < ik SIS H
1:1:28%, MHPBROHEIPBCIZI I
RSN, JHEREL, MAREEYTER
T 57, ZOMEODERNEAIONTEICRE
EX o fBT 52 ERNTmEEINnDS, Fy
AIENIT & BB D 2 DDA DI S D
2, HEoRCiim & opRII | BH D,
chiestndsd Fx O ik, Fz ORFERRE
FRAETH B, TRGIOETC X b HIERS
Wi ies, Fz BEREVWAENZH I
Mo PQEW»LERIN, 1 PEOHIKR
Wrib by, PRIBELE EHCIET B,
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QU THCHHET HERCAEL, P LQDRIC
BIRGCNBbR S, BhEMBT OB &tk
ELO EFHEEINS & L LaitwoTiths X

5 SRR B OWHE RS & Bbh s,

B12,3,4 0% 5S> TFx WU
DI EIEHETH D, Fyil dHlEHN D notch
wave BEFCR 2 23BEMLELRIES
Thbdo, 13 DFz WIXBENMNEL, HitklEhs
ETOARZVvARRRE SR UT, il
BOREETFHUTCEDLTHA S5, Hll, S5ILIE
HDHIT pattern IZHARTHADEROFLED
BB E LRk, A5 vAR L TEHNE
HXER LBbhb,

YLD AN SE X TDREIGC A e 7 4 —
EDHET XX VO TTHEGHOETIC LB
7V ADRREDNBERTE BT O—20KELFER &
Exbhb, Ny »HROREHBIDIM L H F
BBREA R < T, REHIT OIS 7 b L
Elbhs,

w &

PlE, oA be 7 4 —IEDBTFHNOHE
BOTH CT G2zt Lic, 70 Procicxt

LTy AT ORI EHRTE ML S
Vo SEEER ZOHIE DT —~BHE N
L, B WKL, Thé RIS OREFD
follow-up HEREMITITL, R BT ORUR R
O DR A 4T > TR B FETH B,

X Om

1) B#  Fd: Force plate DEEIRIEBICOWT—5R
WHTDIRRA—REY -, 23 317, 1974

2) BREZ : EXSTOKK DMK, AL,
57; 309, 1983

3) MR : RAHEBEE Y AT a2 EH LY
At r 7 g —IEBEOBTHN, Y AR 3R
6O EZRTIE MG E, 189~194,

4) O’ Doherty, D. S Schellinger D. et al: Com-
puted tomographic pattern of pseudohypertro-
phic muscular dystrophy: preliminary results.
J Comput Assist Tomogr. 1; 482, 1977.

5) L. M. Stern D. J. Candrey. et al: Progression
of muscular dystrophy assessed by Computed
tomography, Developmental Medicine & Child
Neurology, 1984, 26, 569-573

— 194 —



W R o7 g —EOLE, Kiks LOHRRERCHET 50

PRFIe1FRET e &L

o A ka7 —SERBIT AEFREHSECONT

A N E B K
L FRAET AR

KEBEE ¥ oo B OB, b B OB OF, B OF OF R

e BE®, #k

A I /7, B A
O W TR IR AP R A R

2 F

VBREWHCA e 7 4 —fE (MD) &BGHE
Mo A w74 —iE LG) oFEFHT T2
WTHEBGEE Ui,

MD 155 94, & 740164, TFHEmML
45.3%C, LG 39 64, &34 9IHTHY
ERIL50.0F ThH - oo

Wi X e T, SBEEeHErEt (OPLL) (3,
MD 44, LG 3&iabhil, HEHHEL
(OYL) i, MD Tit5 84, L6&H 144
Z, LG TixFH 44, X245 6 HITRDI,
M HEBAE (ASH) 13, MD 24, LG
3K/ HBRT,

MD, LG i&¥\~T OPLL, OYL, ASH D
ThePEHL T cElE13, MD 165144
87.5%,LG 94 8 £488.8% LR & HiTiH
Ry rrabEmezd LT,

gk & miECa, PE A5 VY v (PTH)
iz, MBEED Lo,

®= AN, OB OB OB =P

ﬁi})

2 RFEENFE P RY ~E VR

BH 8

WA, MR RECA e 7 4 —JE (MD) ©
FRPH T a0 Ll TREh5 X
St T &I, £2°C, SEbhbhiy, i
CALRTZ 4 —fED 5L MD ELRETEIGO A
b r 74 —fE (LD) oFRYHFTOWTH
g E Y

A&

BT ERABRBE T, MD 3B 94, &7
£ D164, EIX34~5TF, Fi545.3F T,
LG 15 64, &3Ai9AT, Fpii37~63
¥, F350.0F TH - 7o

Dl kst LT, SEFEMD, SHEfE, £
FHEF Mmoo Hff XBIRE L fTo e D13
Py, I, ARG 21T - 7,

E B
HigE g4t (OPLL) %, MD 16%+5 3

%1 OPLL

MD (16%)

. Cs, Cyy Co, SENEL, 515K, M
. Cs-Cy AR, S5L%, M
. Ls/s, Li/sy Z A, 575%, M
. Ls/Sy, Zofh, 39%, F

LG (94)

1. Cs Gy, Cs, i, 563k, F
2. Cs-GC,, AGR, 37 M
3. Ci/2, Cs, Ths/e, TEAEL, 630k, F

W N e

OPLL : Ossification of Posterior Longitudinal Ligament
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® 2

A bR, Tt OPLL x4 E% « digs® .

OYL St RUsaE REMLEL, 140t OPLL #46fL <

MD (14%) | LG (6 %) Wi (31 )o
- L e WAL (OYL) i3, MD T35} 8 4,
71—_5—:;/:3:‘12 10 6 AT 14487 5218, FEFfLL Ths/
S — I3 O~L4/5 i b, THTIE~230), L2274
|/ —— 7R - AHESOAITH o, LG TiX, H44, %2
mm— I — #5t 6 466.6%1 3, Tho/10~L3/4 iz %
 — Y Sh, BOU, %3 PIENIZHCH 7o OY
R — LoRAEBFMIE, MD, LG & Lo FRzEgkED &
(S50 5': ] 45 (az;lml EAIREHEVC 223 T EEC B D, MD 1§

OYL: Ossification of Yellow Ligament

4, 14 44Hbh, Bl OPLL 24,
JEHE OPLL 24T, SHiE OPLL %, 4ZrEifd
cHEEYRE LT W, LG i3, B14, &2

%£3 ASH
MD (16%) LG (19%)
1. The-Thi, 51, M 1. (C:~Thy), The-Thi, 565K, F
2. Thu-Ls, 57i% M 2. (Cs-Cy), Thy-Ls, 63i%, F
3. Thu-Le, 595%, M
ASH : Ankylosing Spinal Hyperostosis
() MIZBHE A KR A Ty,
&4 MD, LG D B{LHiE
MD - LG

OPLL 0 0
OYL 9 (56.2) 4 (44.4)
ASH 0 1 (11.1)
OPLL+OYL 3 (18.8) 2 (22.2)

OPLL+ASH 0 0

OYL +ASH 1(6.2) 0
OPLL+OYL+ASH 1(6.2) 1 (11.1)
FriisL 2 (12.5) 1 (11.1)
3155 () ien )

&5 FHEROREHL
EGIE | HETIEE CIER I} wN b ERUSE
MD 16 14 (87.5) 11 (68.8) 3 (18.8)
LG 9 3 (33.3) 2 (22.2) 2 (22.2) (g
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B3 7P, LG 122 7FrE, MD oM
1ibic b OB L -1 (F2),
MOEEHETHAE (ASH) 1, il & d
Bt 4 fEpRC R sl o s Ure i bt %
HL, HERIEZ{RIchTws b0k LT HN



teo FOHERE MD TlE, The~Th, Thy~
Ly & Jsoiific LicBibBaiRo 5 2 4l, LG
T, The~Th;s, Thy~L;, Thy~L. ® 3 f
Ik bh, k& LT LG OFICRAERILL
o TS, FEEEAL & LT A bl
Mot ()<3)c

MD, LG o bHiEs® 2% &, MD (%
1644711144487 .5% 12, LG 119 44 8 4488.8%
&, WEE L b ERCERTE AR LT
Wi, 7epTh OYL Hiffifias, MD, LG & %
kb %<, %7, OPLL, OYL, ASH &0l
b4 14T oA bR, B E LB o
HENRZ BRI -7 (F4),

HAZEF ORI, MD TIREZEFIOE, [
WO LGl LER<T, 1%k, 3

HHOWTFRAAEOFL T (5),
PTH, Ifi#%Ca, P O % fEGlx, PTH #3125
pg/ml LENC EH L MD o 16k, 1
Ca F7XPHAME N L7z MD 16, LG 2 #i
DHT, AL & S MBS N X
Nichotc, TOERMDIMWK, ELEMBER T
b B ARD Bt o T,
DU EGIZ S 5,
1) MD, 51%, 9, Cs, C4 i/ fHi% OPLL 23
Zbhsd (FHE1),
2) LG, 37#4, B, CG~C;
b (FH2),
3) MD, 397, #, Ths~L;
A (G 3),
4) LG, 63%, 4, Thy~L; i ASH %o

ot OPLL T

2 OYL & bh
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%6 MD iof LRSIt s FERREosEs

REFE | HEE | E P OPLL oYL OALL | HHEHEE
1961 HFHED | 41, F Ce-C; ?, HifwE Ci-Cg ?
1977 HES 52, M Cs-Cq, R ThieLs
Thie-Lz ?

1985 Fmo 52, F Cs-C;,  IHE Li-Ls +

61, M Cs-Ce,  HHiHEY
1986 NIF S 42, F Cs-Ths, HAR +

40, F Cs~-Thg ? The-Ls + +
1986 ® b 39, M Cs-Cy,  FifH +
1986 ) 40, F Ce-Thy, FifitH! Thi-The +

OALL : Ossific ation of Antgrior Longitudinal Ligament

5 (BHA4),
z =

MD &0 LEEEGHmERT VT, K
FRTIX19614F, A1F FOWEHE OPLL & it
#HEIL (OALL) ABHIZHRE LY HRE L1
ORPHT EBbh s, DMk, AR Tk
1977 D bhbhD HiE% G 8 HIDLTH
H, MD & 8B DTt S5 i
(% 6 )01)2)3)4)5)6)

£, MD ©&7eH3 LG owT b Hifl
X#T, BRYHEELToX TAX L &S5,
OPLL iZ— ADMBIEEE 2 ~3 5712l L,
MD ©25%, LG ™33.3% L WS & LiTEE
i bR, iz OYL, ASH L ERiI40

T,

ERHELCEL, $RHEEEECTH D
MD ZoWTiE, 3k L Y RO W #ERO
BIEAE 2 bR TW5BH, LG ik Th MD
ERRCERCEFREYH B LER 2RO &
RERARET B EEBDbhB,

SE, EFR LA, Fi, WOWFRIR
HLT 1o Thy, SBETTHRFLMLIV &
2 T\whb,

¥ EH

1. MD 164, LG 9 Acx LUHHE X Sz
THEREFH Bl oW TRHA L,
2. MD ©87.5%, LG ™88.8% iz E kil

@%E’dbﬁ:o
3. WmEibimiECa, P& PTH Rlicit, 4
BA2GRD B d o fo,

Xk

1) ZFREAMEZEY, /IMEFEES : Myotonia dystrophica
2 PIDERIRINBIZE S L ORI WFIIRE. BRI
& 1; 151, 1961

2) RNEBEE, PREES : HBERC ALt rY 4 —
SER AU LIRS BLIED 1 6. [EAERETER
BB - BRI A UETRE TSR - MRS ZE
WG 48, 1977

3) THHE, RMEE: FEWEE Y0 L
myotonic dystrophy DSLEBl. #EE NF 22;
505, 1985 ‘

4) IR, RKTERS : BEFIFELEE X b B
HERMIEX B LR REC A ey o —. 24F
FisRes. EEIKHE  26; 387, 1986

5) WEH, EIUERS : BHdRKE, MELL,
BHER ARSI B L2 R L EREAREE A ¢
74— O 1RAHRG. EERME 26; 437,
1986

6) A ER, T WAE : Z0 7 B 95 5LiE %
ol BREECA b r 7 4 —. MWENF 24;
ole, 1986

7) WB IR : AP B LIE OB R HIERIRIY ViR
IR BERFERE - BT ELETER
GEPE - FRRISOSEEE R edR s & ¢ 49, 1976

8) HTEFA, BIEFES : EREEHEYH S & ke
WAL e ORI oWT. % - KESE
24; 185, 1981
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fo b a7 4 —IEOEY, Rk LU 5PR

eI ERE D FE i i

EaErE o 2 b o 74 — DGR L v b URRICOWT

B A M i )
IR kR B
EAPEE I+ B OB = = F W M
B O®R %, i R &
E=RVASEE st o

WREEME oA e 74— (LIF MyD & B
) WEREasEEERETRERL, WA,
B4, Kéatk, EMBERES OBBRRTE LR
CTSRHIEBRTH B, BREMAE LQIH
EEBE (WHREE), rraBgEE =k
s, BIRARILK EXmbhTwb, Lk
L, R CTREREWTEL L oW T
ERLTWARENRELL Lo TETWD, FRE
Wi B e A 0ET BIEFIOMEIBRTIV
FCikisea, BRCAEH LD THS S
FET5h0bbb, mEONIMEHCOWTR
S MBI hTwit, £2°C, S5Eb
R M E s X O EST SRR b
F 11640 MyD B 0P, TEEN X #ix
W T - ISR OFREWH LR, Kdikn
RAL{Z 3 X O TG B RE O R S oW Tl
BT 1oDT, BT OLMOEREY L THRE
T 5,

I. EFIOHE

B4, K24 THOERIRELTY, &S
61, Fi544.4F Th D, BiEEEE (B4AE
oA w74 —EREC X)) 3, BEE
1, 2, 4, 5B3ZhZFh7A, 3A 1A,
2 NTHhbH, BHEDOER I X Ui X#RE I
LU, FEZFXREIL AT o1,

IL. # &

A. BEMHEITOWT
BEEIS AL UF OPLL &B43) Db %
JEDIT 3 B b, 35X DEM (B

5, 6SHEHERI T4 A OPLL, 567 DiE
Fl (B 11551 h oM TEEVv AT bicd
RO MR OPLL (Ef1), £ L T6LY
DIEG] (B & 555 FilE v < To REE
OPLL T»%, #IEHEHEWHoF{ CT
posterior ponticle XFE$) 13557 DI (E
l2) wBED SRz, FLAPROBLTHS
Barsony [&E4i344%F, 56, 617 D HBEFICHE
%ghﬁ:o

B. EGORHTOWT
HEFOREIEEL 9 AT 8 A, BlIREO
IR ERCRD b,

C. @O RKERCOVT

SR O RIRALERNL 3 01 (b i)
T bk, 35 DIEFNLISIFIRFEMICRT.
¥, 56F DG EBRTIMCIHEIRA, 437D
G OEBC/META O AR LR 2 #¥
o> T\,

HI. REWLEF

FEGIL. 56, B, M.

RIEEE : 8 MyD Thb,

BURIE : Yh0Bs X v ke kY, EBaT
b BV Thoto, HFEFEEBEHEL
WA, BFESERT L LTHBER T2
v FABRESREE & 7o D, 307 TRERLLMRE
BTH5, 317H MyD 02l %, 33F &
D EFEFTC AT L, 564 CHITREEL 7 h Ukt
AR, ABRE, HEREREE (FAEHT Y AWK
FPHIE) AT — 4, WEBBE, A,
R&EEEMN D b AREED Ttk TTCC ZF T
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Sl La) MERL. BGF, s 1. () Hikmii
FIRAL IR Ci 425 Cr VT OPLL Mfiiniay
Dbhb,

s &
B1. (b) SHEEMmEL.
BB IRILE B X ORISR kA 5 %,

%o BT RHEIUR O A KL 2 R 5 (1Y
1.a), 7oRMGERERE, WEAHITHE, KM

B 72 EXERS Bivic o, ®2 fipie. 5%, 5.
BARTR - % MliiSE 20 %,  imigA(esci JFV% posterior ponticleZ 7753,
CPK44 (IEF{H25LLT), diElE322 mg & &
fE% RL T3 DUMRCRE Y Boicw, o ® OPLL % LC ERBESHZ MR LT
B, TURER, BERIRc & D P IEBILES & (LI h 3D b s,
g SEGI2. 557, Hik,

XML« R BIR)E,  mesih FIERE : i MyD TH b4l THL,
(K1.b),C1 256 C7 U=LIHT T BURHEE « $h/0 IRy X 0 EENRE ), B kT
A OPLL (K 1.c¢), MgHE I\ T A aY: TR, PEEEER 2FREEOFEZ L
Hfb (OALL) & #¥a B4k (OYL) 7235 b DIBRIG R o\ E A 24E, 5% 14, #l
bamboo spine BN, L3 725 L5 @i T I ASE ERREEABIRNC o 2 B, 30K X b iEE
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H3 FEPHTLowsWH

# — OPLL
# — OYL
# — OALL
# — OISL
# — OSSL
s f@ — Barsony
FaHERRERE)HF — posterior ponticle

S

e
fa
HE
fial
£

¢ 2k

EEEEY

BAEFE

LB I b A BT bRk E oD, 55X ISEE
FEFT X 0 MERICABE T B0 ABERFOBERIEEE
AT - 5T, WMEREE FWLHE, W
R TE, MHEET (WAIS <o Sk 1Q
1359, BhEtE 1Q 1172) I ERRD D,

BREFR : BIERS2%, MEERFETILE
fie, CPK e & T RCEHETGHACHY, W
RIRCRER IR e & O IEEREIC b ST AR
Bhisu,

X229 B - BRREF ST posterior ponti-
cle (X 2), iBaHe (HE) i 250 7s BBk,
RS & AR AU TR i L TR
HELERD D,

Iv. %

MyD Bicik GO ERY « 7% - BE
PBAEREENE L bR Tk b, BRI,
DA +=7 (BER) ER, OHHNET, @
nEm, @ IA44F— R, ORE, ©@BH
B2, ORMFTEEEBE, @MERT, QN
R, OUEBRERT EOSBRIERYRTER
HMEBRTHD, T0EIELLOFREFIRLIE
BIhTWw5B, BRahEEEEY T LW
bh Tk, bhbhOEFTIXS FICKKEH
RFEDED DT, '

FHSY XAARRCET S MyD EFHOH1,

PR KRBT 5 02BN T v
b — b IR A RE0EICIT » T\ 543, OPLL
7 EBRETROFECO VLTRSS B
TN, EDIEFIFUE 764 F (55 466, &
205ff) CTHRFHOEBIZAOT LM TITE—7
By, FRAREI36.6BABDLRI LR
RC\bh, IHLRIOBDOFW A +=7, fh
ETF, HAZEHN, ABCHMEET, 2628
N, 20 liREREIAE, AE XERRHER23
BB dbLRIcE LTWw5,

OPLL 1o\ T : SAHEAMEE £ < Dl
Nhbh, ThiFERE LoDk Du»Ti
M3DZE L HEREAHTIHIR TN 0N
»%, OPLL ixEckAwizd oy (Mayo 7
Y=, 2 OMBETIRSSAFR 1 L, TS Y <A
VY REFTIRISIG 1 Bed) 2, HAALE
HH7o7OAHCRSEEbhT\W5, K
PeB\WTiE, HoA LRRCEEBOTEN
WA LIET AR RIAAR I h TR Y, FHitlk
MRNE I Twb, OPLL ZAAADH 2
% (B:&H=2:1) CRAIRDLINTE
D, BiWEE L, HOWEE e ot
Bz LM%V, Eio OPLL R TIk—ikD
WIfEOFETHRRIhB LI EbRTED,
FoFEERZEROBEZITTH RE IR TS,
FORM PERFART A 2 T &H 25 %A
CRIRRRE A B EDHEL LA DRTED,
OPLL 72 ¥ FRWHEL & BERBRE L O
it A b OBEEAD D L Bbh P, &
Tz =T MyD & OPLL &ftfloHscow
THBEHIFERLY (1961 241F DT
e, RHEHY (1972) 1 MyD @ 4 fid 2 f
12 (437 B CEANE &L IEHE S o OPLL, 34
& B iCEEHER O OPLL) OPLL 2225 T\ 5
%, T OBRICOWTIE, OPLL I AREDRH
BO—2THDDh, HDLVIIBROEITD
LO0ARATHD E LTS, HESLY (1977)
DOFEFNIS2FDHEHETCINHC T VAR
T oRgEH OPLL oi@sic Thi2 25 L2
L<A® OPLL & Thl0 #%H L3V~ 0
OALL # &ffLTvws oo, B, mithk
CRHLTT 2 VYV UYNFTI=Fy ZEH
ol b 2 LT, HARFHERL RSS2
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R1 BREHECA e 7 4 —fERPES OPLL #4540

No. #i## #EE HH 4§ OPLLov-~n FofBoFL

1 HHEL 1961 L} 41 ?

2 THES 1972 o 43 ?

3 RHED 1972 5 34 ?

4 HEs 1977 5 82 Cs-C, FligeHl OPLL (Thiz-L2), OALL (Th-Ls)
5 BrEsS 1985 & 40 ? oYL

6 ETE L 1985 5 36 ?

7 ITH S 1985 537 ?

8 FHES 1985 & 52 Cs-C; HrFnfl OYL (L,-L3)

9 FES 1985 5 61 Cs-Ce 4rfnfl

10 &S 1986 & 40 Co-Th. HifkeHl OYL (Thi-Thy)

11 JEEFs 1986 5 35 Cs—Ce ST

12 fa%F 5 1986 5 56 Ci-C;  #Hifi#l OALL (Thy-Thi), OPLL (Ls-Ls)
13 HEFS 1986 5 6l Cs Uiy =il

ELTWw5b, 19854E1Lc 5 & OPLL #4061
7o MyDEBIOHER H V2o W THIRTE
D, TORITEC S FICE.S, BHE DY (1985)
DIEFE. OPLL &3 Abic X BB
TDITHBTAREE, RERSEX S LILOTH
%o 1 b1 MyD BB RHKETH 0 5]
BBV I & OFEEEZ M, —F OPLL
LMEUHRRLH LERES CafRgifEr 4
PETo 2 &mb, WHEO FRERED i
Ca fAHRF I E0EOEERTFIE X bR
HELTVB, I B (1985) ik MyD o 8
gl 2 B (36 £37F D P i4E) OPLL offh,
RS TH Y, OPLLIZALED multisystemic
involvement D—2>Th 5% & LT\ 5, T
H® (1985) DML L 2 FEGULLRGITH 0,
S2Y DIRGITIZC 3D HC T VAT TD
A% OPLL (L1 #5L3v~1d OYL,
T DRPTHTTEAFEEN, —H613 D Rflic
C5BCT URAEMTTOHE OPL
LB bhicb LT wb, 2Dz L Ly, @i
DB FE RO B REgiE Fr A S
PORRERND DD Tl EHEZZ LT
5 (£1),

posterior ponticle ZDUWT : RIZEEQ] 2 12
#i%2 I iz posterior ponticle TH DA, Zh

BIHE X SRS & B LR CBEEsh s

EvbhTwbion, MyD iw&ptL T3
REGIRERZEE LAY LELE Y LTk
Blebicv, ZOFRRCOWTRESOHEESH

IREEZ Db DB foramen icoicd D, 1B
HREEZENORE LIeFHETHLDH D\
CHEHEE CRREET B AAR T8I, Wk
Lchb DR EDOBNRR LD, BIEETIIRIER
5 BT & RS TILT R O M2 4k T 5 BB
BRIHSEL LA OTHSD L\ 5 HOW DY
DERIRTVBI5THS, HTHY (1982)
V5607 G DIEHE X BRI %17 - 7o #5 R, posteri-
or ponticle {35. 9% HFEL, FOHEIT R L
& B IO AR TIL2.4% 0 H2.9% LBV, 10
FROLTOFRTIXA.5%B057.6% L0 LiEi<
759, 80F{CTILI0% A LiciBe Bhvic & iy
LT\%, 20X RIEH DEkY OSAHEX 2
B2 ISEBLTANEZA KRB LWITRT
XIS DT, b NDIEFD posterior pon-
ticle IZ2oWTHH 2T, MyD @&t Licb o
ELTHRTRETR AL amhiun, &
#1d OPLL EERCHEEWEI FLLLIcLD
THDHAHREIECDTH 2 TRNZ-THL
oo BAEPIER L CHBILE CHETA E VW5 2
ERICNXHTH BN, BIFEALE DT
BRHESHURES EJ b HHEB TR & BRI F Ak A
HE X 5 85 B3 TEEOZ4E (pos-
terior ponticle) Nff%E I 5, FlbDOFkiC &
DSBS hTV58, bhubhOERFD
posterior ponticle (¥ Romanus O8OV
YT 5, %< D MyD OSHEX fGc o
WA % & OPLL & [FEEIC posterior pon-
ticle OHEUFHEELE BT LR Ih B,
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F0izh, HRREOFIETH S Barsony BBEIL
3D b, ZhHOPLLERERICHETE D
BUE X vz LBbhb, ¥, KFEGD
AIRALER 2 3 01 R bhi, EMF 2 T,
EE, BE, BEToRMHEBCE,BES
Rz, Resnick!™ (1975) i HEREHHOLL D
T Wi B X O RAETO §bz DISH
(Diffuse Idiopathic Skeletal Hyperostosis) &
AT D, SHERMELT L ORMFRICOW
THLHIEDOBEXFRE L TCAHLLERD S LR
bhb,

LA EoFF Rik, MyD 2% Rl LR AR O
BLd B VR RERIEYERCHEIT S L 2R
BLT\W5,

51 AR

1) FENKTF, KFEE: BRERCA e 7 4 —fE
WBE - Bm¥—42E7 vy — VRS —R, BEAH
WERRIERE 5T A b r 7 4 —SEORY: - BHRES
X ORIRCET B, 91, 1985

2) FUMEE : BEPHFUE, » OO R
#4475 173, 1986

3) ZEMEE2ZBL, /MAZERED : Myotonia dystrophica
2 GIDEEIRINEIZR B L O FIRE, BIRA
% 1;151, 1961
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4) PHEIE, THGSEHES : Myotonic dystrophy D
IMEG, BE%ESIT ; 481, 1972

5) FFEEHE, BHERD :: HREEVA IR 74—
AU LSRR LD 1 61, [TENRKE
TEIR - F - W REAEDII - HMASIELER
W, 48, 1977.

6) BFEIA—ER, WHEBT b : PHrEic X ) para-
plegia %2 L#- myotonic dystrophy® 1, E&
hEE. 25227, 1985

7) BIMR, TF/NEFEEER D ¢ BMAEHE R R B 5
B A b e v g —EORKBICOWT, ¥R}
f 86; 1811, 1985

8) TmHHE, MEEES : FRYHTLEEiLA
myotonic dystrophy O Sk, FEEE Wi 22,
505, 1985

9) HTFHHY, BARRES : ERERMER OV
To ¥« SEHRL 25 1225, 1982

10) Schinz HR: Lehrbuch der Rontgendiagnostik,
Georg. Theme, Stuttgart, 1951, p. 1433

11) +3H3F, FE D : HHED posterior ponticle
ToWT, BIUsEE 825 477, 198L

12) Romanus T: A variation of the atlas. Acta
Radiol 2 ; 289, 1964 ‘

13) Resnick D, Shaub SR et al: Diffuse idiopathic
skeletal hyperostosis (DISH): Forestiers’ man-
ifestations. Radiology 115 ; 513, 1975



WioA b a7 —EORY, ikl XHRIITCET 2%

MBFIe1FEE DT e 5L

HETHEHE R OB
B B M i % B
- KERERTAE
kEpfEE A B OB = = i M # & W W
E Ol O®R O# 4 B &
BT b

T EREEBOBZEIHNERC L
iz, BT v ADETFREC X VEEL Y
¥, OB KR SR, BIEE
WY R ER DB I-DRE LR+
EINTWD, ZOFEBIHLUTCHRBTXER
koo BIfETIR, WBEERO REv FB
L, B350 Uis B FE L&
BRI 2T > T TE B0\ ADL #h
R TH Z EREETH D, > THEDLR
IS HEDIRS LT, ENEREREEE
2LERIC ABEU - T SRR B
T, MEEITEER LE0BImirs LR
Aig EXDWTHET 5 L3k, FERELE
BN 7V - Ao T —EDRBE LR L
TWBDT, FO—WMEBNATH,

1. EFIOHE

HEAT VRS SRS T C PR 7 2 R L Ao
PIOFBRIHEEE Duchenne BUMEFF A& A
be7 4 —4E (LUF DMD &B53) 195E6i26
e, EILE EREAFOA e 7 — i QAT
FCMD LBAT) 7% 2616 #, BEitErit:
EHIE (LUF SPMA  LEET) 2% 2584 2
f, BRI O A LR 7 4 —fE (BUF L-G &
W53 A LIEGI 1 #E G5t 24EGI3s T b B,

2.8 &

A. Duchenne B A + r 7 4 —iEOFIF
22T

© BIRFOEMR I X OB k2T
BIRBEFERIRAEN 9 Y, BEMN21F CF
8.8 TH D, 10X LATFCOBHA 3, 11
D BISF 8, 16T D BT M5 #:TH b
YUY COFERD 6 LIRS Th D, B
BEREEE (EABH o ABFRIEHE) 21T
s A7 — I, Vo ZThFh3#, LT
27 —=vV, VI, VI, MIoBTFREh 4,
81, 5 3HTHD, PHEHEEIAT —
5.7 Chb,
@ BT
FITHEELEMA0EA D 10ER Cik b0
6 - TH DD, BHSL, 52FEOEHERILFR

RS, 6HFESRLTVD, BiF LB

BA2MIBHET, 1 EOFITLRER LI-EI I12E

B, 2ENTEMAD S, 2HOFHEHR LI

TEEHID 5 b 2 ik UCREREF ORI G LT
kb, 1HA & 2HB0FIROMOMEILFR

ERTHAREINATHD, 1EHE2EHD

B OMOREMIIL7 » B, RELEIL84E
67ATHY, FH2E57AThH%,
® BIrOMAr

KEEE2 120, EBES 9 KRG 44,
PREN 1HTHD, KEEEITE AN 7
%, EUDRS LI DR ERENVY, F
BTN THRD ELTOFIRIEMD meta-
physe TR Z » T3, —F, LMEBHIAL
AR b 24THHH, Ek 74415
D, Zhit DMD OZ» — 7 D E 2L
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&l

H1 FIoMRBE
(Duchenne Blffo A b v 7 4 —ERDWT)

MThHBHEEEBBRLTWBDE Loy,

C LBE OB AL AR 3, R

4, Kigmar2EThy, EHAEECHE
TSR LTS (@ 1),
@ KBEEIEEHEBEFITOLE

EBEEB & KBE BN OREFEMTOWT
2B L, EEEEMIEETIRE LD
WP L2l DIEGIR R ELTIFH HIAT
TOEEATRETHS (FH12.47F), L
LR BB OREEMIIZT N DITY TH Y
CE14.07), LB BITOREFM X V13
Vo WIZEBBE & KBEEITROBEES
EEoWTHh B E, EREBIT TR
o, v, V, VI, iooBHR ThEh 2,
3, 2, 1, 1fF (FHREEAS) LisdH,
KEBE BT REEEY, VI, VI, VIto
BN FRER2, 6