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# 1. Body weight and blood glucose level of mutant mice

Normal Affected A/N Pr.
Body weight 25.9 + 3.7(8) 36.8 + 5.0(8) 1.42 P<0.001
Blood glucose 115.9 -+ 9.2(6) 171.4 £ 9.8(6) 1.48 P<0.001

Units: B.W; g, B.G.L.; mg/dl
Animal age: 8-12 months
Parenthesis show numbers of mice used.
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# 2. Alkaline protease activities in several tissues of mutant mice

Normal Affected A/N Pr.
Muscle ' 28.5 * 4.5(6) 66.7 + 10.8(6) 2.34 P < 0.001
Heart 4.5 + 0.2(4) 6.0 £ 0.4(4) 1.33 . P<0.01
Liver ' 5.6 £ 0.9(5) 5.9 £ 1.4(5) 1.05 N.S.

. Unit: 0.D./mg protein
Animal age: 8-12 months
Parenthesis show numbers of mice used.
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# 3. Protein concentrations in several tissues of the mutant mice.
Normal Affected A/N x 100 Pr.
Muscle 97.Y.%2 17.9(6) 38.6 £ 6.7(6) 39.7 P<0.001
Heart 97.5 + 16.7(5) 79.1 + 19.6(5) 81.1 N.S.
Liver 96.5 + 12.4(6) 97.1 £ 8.2(6) 100.6 N.S.

Unit: mg/g wet tissue weight
Parenthesis show numbers of mice used

# 4. serum cholesterol, total phospholipids, triglyceride and NEFA

concentrations in mutant mice

Mutant. Normal M/N Pr.
Cholesterol Total  135.9 & 37.2(10) 54.4 t 20.8(9) 2.50 P<0.001
Free 39.6 £ 9.9(10) 23.2 + 9.5(9) 1.71 P<0.001
Ester 96.3 £ 30,1(10) 31.8 £ 12.9(9) 3.03 P<0.001
Phospholipids 239.4 + 52.5(10) 124.3 £ 31.2(8) 1.93  P<0.001
Triglyceride 580.7 + 76.7(9) 165.6 + 27.6(9) 2.30 P<0.001
NEFA 1.44 £ 0.5(8)  1.46 £ 0.69(8) 0.99 N.S.

Units: CL,PL,TG; mg/dl, NEFA; mEg/1
Animal age: 10-12 months
Parenthesis show numbers of mice used.
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5. Liver totai 1ipids, cholesterol, total phospholipids, triglyceride

and NEFA concentrations in mutant mice

Mutant Normal M/N Pr.

Total 1ipids "148.0 + 42.0(6)  66.0 t 18.0(5)  2.24 P <0.01
Cholesterol Total - 3.71 £ 0.98(9)  3.08 £ 0.83(7)  1.20 N.S.
Free 2.20 £ 0.99(9)  2.01 £ 0.74(7)  1.09 N.S.

Ester 1.50 £ 0.75(9)  1.07 + 0.39(7)  1.40 N.S.
Phospholipids 17.81 £ 5.09(9)  18.54 & 3.27(7)  0.96 N.S.
Triglyceride 14.93 + 3.97(9)  5.16 £ 2.27(7)  2.89  P<0.001
NEFA . 9.60 % 5.60(6) 8.4 + 3.0(6) 1.8 N.S.

Units: TL,CL,PL,TG; mg/g wet tissue weight
NEFA; #Eq/g wet tissue weight

Animal age: 10-12 months

Parenthesis show numbers of mice used.

22 6. Brain total 1ipids, cholesterol, total phospholipids, triglyceride

and NEFA concentrations in mutant mice

. Mutant Normal -M/N Pr.

Total 1ipids 118.0 ¢ 12.0(6) 116.0 + 4.0(5) 1.01 N.S.
Cholesterol Total 25.65.1 4.05(9) 25.54 & 2.34(9) 1.08 N.S.
Free 24.61 £ 4.28(9) 23.32 + 2.43(9) 1.06 N.S.

Ester 3.04 £ 0.56(9) 2.22 + 0.61(9) 1.37 N.S.
Phospholipids 28.45 £ 7.63(9) 26.04 £ 2.33(8) -1.09 N.S.
Triglyceride 7.05 £ 0.94(9) 7.02 + 1.,02(8) 1.00 N.S.
NEFA ~34.4 ¢ 8.0(8) 38.0 £.18.8(7) 0.90 N.S.

Units: TL,CL,PL,TG; mg/g wet tissue weight
NEFA; mEq/g wet tissue weight

Animal age: 10-12 months

Parenthesis show numbers of mice used.
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*xT.

Muscle total 1ipids, cholesterol, total phospholipids, triglyceride

and NEFA concentrations in mutant mice

Mutant Normal M/N Pr.
_ Total lipids 288.0 t 66.0(6) 108.0 * 68.0(5) 2.66 P <0.001
Cholesterol Total 10.90 £ 2.38(8) 5.32 + 2.34(7) 2.04 P<0.001
Free 4,67 £ 1.25(8)° 2.37 £ 0.94(7) 1.97 P<0.001
Ester 6.23 £ 1.71(8) 2.95 3+ 1.48(7) 2.11 P<0.001
- Phospholipids 21.35 £ 6.24(9) 11.50 £ 4.56(8)  1.85 P<0.001
Triglyceride 43.73 ¢ 9.97(9) 19.79 ¢ 8.39(8) 2.21, P4 0.001
NEFA 8.6 + 5.6(7) 9.4 £ 5.2(6) 0.91 N.S.
Units: TL,CL,PL,TG; mg/g wet tissue weight
NEFA; #+Eq/g wet tissue weight
Animal age: 10-12 months
Parenthesis show numbers of mice used.
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128HzAL LA BEr—vixs > P72
V—vhr—Dlithvr 7 X ANTHWE,
¥ 3 Mrad 7 RBHRE L7 CA-1 ER MK
(AXx7v78l) 2885 Lk, B, IR L
LR 2FRE2ETE 2, Kz, KEX
#7704 =4 v (1mgE4 Y694 x7 Hif)
500f50BRICLTHA, B1EFMKLZbO
LRV ATz,

LY KMER AR, A% 25784

« () EREhRETIERT

-
BrmhE  HE T, REEh

DEeL, Bz AR1 : 421 TIFAVWLE
BRE S Eef+ A2 GBEL 12, EESRBINIZEE
B#%1 0B B0EBOE SHIc L > THET L7,
IESR U fe A ABex. B . MBS &7,
Rz, A% 3BERMTTAVEEORVS I
ABBMETCHBEEE ., B, HA%D 2 AH
i LABKEI R TROTEICHL 7,
BFEOAETEE : S B XURKizElE A&
L. hEOBERBEMELRLZRLE, ¥— 2
ZHRRBl~2@ELz, ThHOREEH A
STICKREETNT121C2040MA— 12
V-7BEL TRV, HEZEAIR. BAER
L. AEAMEOAZOERL TR, fFERDO%R
BETR>THEATRIZED .,

I BT 4 —NLARY -DOFFERE

@® BIO 146%~sARZ—

1983 1A»51 2 Cn1EMOE
PR 2R 1ICR L, BERRIX. TRE£ A
FH180EDHERGE 2.7%., BEMFHG683
CPIHEFH 6.0, BEEASIE3 24T
BARS54 % THol, THODHEERP (£
ABIER, 1R CEETESFH) 1z 2.1
Thd, EB. BEJEMRE T, EEBR
Tl1EB 2.7, 2#HA3.4, 3EB1.42L3E
BCRY Uic, FERTYE, KR AAR DL
Cam=—DRRNBBE I LI TERDLoN
B, #¥cx. RREMOEMLE CERA®IC
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FE1 PCALBT4=~aR2 - OBETBE
—BIO 14.6 —
LREA | KERQ HoE E B | RERK
1983 jun jun %o LT 2.5/ U 7o
1 9 4 444 19 4.7 9 473 1.0
2 8 1 125 6 6.0 5 833 0.6
3 6 1 16.6 3 30 3 100 0.5
4 10 6 60.0 40 6.6 25 625 2.5
5 7 1 14.2 770 7 100 1.0
6 17 12 705 74 6.1 49  66.2 2.8
7 18 15 833 | 103 68 80  77.6 4.4
8 24 17 708 | 113 6.6 61  53.9 2.5
9 27 19 703 | 109 5.7 40  36.6 1.4
10 19 16 84.2 89 5.5 25 280 1.3
11 9 7 717 35 5.0 20 57.1 2.2
12 26 14 538 85 6.0
it 180 113 627 [ 683 6.0 | 324  54.1 2.1

BEEZMAT, 6 ALRRBHER B2 TR
HEVAEEEHZENTERL, UL, BIH
ERT L2 AR 6 1RO DWTHRS L,
HE D ZZEL CESRDAL U HEE L7 2 A8t 54
E(88%) Cholcd., 2HBDKEIHHA
TE/eDE. PEONE A AH, 1EBRTL
AABOHRALERTI2ETH Y, D29
EDAABRIECIIAZTORNB LR o %
D5 bbiFix, FETHH 1 84 (Wettail fE 4
Bl BAL 34, AL - B 1161 ). Wettail
IR, BoRR2 CREAREG L LTAS
SNeDR11FTHo, Ebic, 3@AD
THRCERTE 2 AFRBETH V., #IEK
BALIZA A 61ED13%Thotc, 2F
Y, 2EIARECHMTE /A 3 2Lk 2 4 A
RC(3D) £y (216) oLk
V. ABIHOREICERTE 3BEEREETH
o7 )

DX ehb. BIO14.6RFH A T
B7 44— LAR—-OHEEHYPBEICEES
Tediik, Wettail Bl azZ L, B0

RER EORREGORKE EREBMCED S
TLHPHEETHDLELON,

® UM-XT71%~&LRZ-—

BIO 146 % & ik, FEMOBMBE 2% 2
IR 7z, BHRTx, T AAH 16 5ED
HER 4 9%, BEMFE4 5 3ECRYEFK
5.50C, BEINIE3 0SECHART4%T
Holco ThODEERBIX2.0TH5, B35,
EENFMRB T, AERKC—#ER 3.4,
2ER27THYIERAZRETELBEMHIE
ETholc, £z, EFERZ. BELALOHYR
1BIDEFETRHRCLEAROETIEL» o
B, FFEERFE2IRLILXI51ICA40~60
EDEERTEDL IR o, HiIZUM-X
T1% s A5 — i HBWettail ficHL
Thooffke LT 7520442500
BROFREG LI LBHREZH4Ic bbb
hT&EedotBbhs, LirL., ERMCHA
ENI ARBOS BEIFKRTLALE61ED S
bbbl kA5 L, PIEORE Tz, 4 TIE(77
7o) BEEARL 72D, FIEORE A AL L U1 B



£2 BrAPRT 4 —~AARZ—DOEFERE

—UM-X71%—
THER | KiQ BE B F B A EERK
1983 |27 % |LL 221} T %
1 11 2 18.1 8 4.0 4 500 0.3
2 10 0 0 0 o0 0 0 0
3 12 2 16.6 12 6.0 12 100 1.0
4 10 4 40.0 20 5.0 20 100 2.0
5 10 2 20.0 14 7.0 13 9238 1.3
6 11 5 45.4 27 54 27 100 2.4
7 15 8 53.3 59 7.3 44 745 2.9
8 18 14 777 80 5.7 62 77.5 34
9 21 13 61.9 71 5.4 48 676 2.2
10 21 17 80.0 81 4.7 41  50.0 1.9
11 13 7 538 42 6.0 37  88.0 2.8
12 13 7 53.8 39 5.5
it 165 81 49.0 | 453 5.5 308 74.3 2.0

AT AABD 5 b 2@BOLEK FRTE
D4 0ETH Y, 3EB ORI T 4TI
WP Lo WFNIETERBEERIEL LT
ABEnfzbDTHBHB, BIO 146 ROFEL
K61 A IEMANKEE T TCRET LA NIF21
E(34%)THanicxL, UM-X71 %Rk
6 17t 4 87E( 78%)HEhETIRELL
TBIUM-X71 ROECERRRFNZ LHHD
helx ol

TDk5RTE»H, BHEIEBVCRAERFA
BBREIrWILIHoT. BHICAW3 A%
BEosn E2EBThIEEITHETHS LI
RBbht,

M. FZXbOT 4 ~NARXRY —DRHEER
BIO146 Roavra— 1Bk LTHD
h T3 BIOFIB® ~4a R 5~ RRiENER
HBI0146 LREoTW5, £ZT, bhb
hREHTRMEMU L2 v F - i A
2= BRT 2D, BFEOH AL r 74—
~NARZ—bmy BFERSZI L 2T oT

W3, ZOHER. fFrAte 74 —~aRZ

=my/my LEEA ALAREZ-TARTEL. R

B Yy #1855, 2O Yy KfivA e
4=~ hLR2—MY My 2L, +/my &

my/my OWTFhrORBFEFFHWES 5,
fioArnzy—r~aAZ-myfry EHCH
BEETIZ b, HEHEEL oy 2ES5,
IOty ic ¥ myy 2B TS, ok
TR L IMREERBZ L LT, E
HHATZBIO146 ~HA, +4bb., BIO
146 0 bmy AT 2R AETHD, ZOHE
T fFRD 2 v - AROXREERL KR
Lz, BifE. SHRLEAL e BEREFHOE
my/my B&RECAEFEDSNED T,
honoBEERETIHEELERoTWS, L
L. +/my ¢my/my OHEIFCEHbNh2EB
ROZCREFTHEWVWD, §H%. ZTh b0
EZEOHBHERL W TRAVSLETHS,

>
—

x5 £
BIO146 R~ aA 2~z bUFIEUM-XT.1
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BoRETRWettail i ¥ TR SRS 2
BazihcEinhor, Lo, SEERR
JEHo8E, EDERSC X 2Wettail 7
DI ExfTh o THB L B 2EBWHER
T, SRk AERB O DT SOTR 3
BAREE R o T & en T, BHOBH, k%
HIELEM 2 v = —0FRE STk ENY
T EELITH B,

BENH

1) ¥ 2« %88
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4. Y R bua 7 4 —HEOREATE O LRERZE
— RCENBEEDSoT —

BRBHE KMEE—, &

197 6FEHYV 740 =2TKEXY = a—
v7 vy - (NH)EHIA e 74 -3 (LA
TFHOABEM) 51 413 LERB T 1412
BoBEH~HEASN, Uk, BRE TR 54
VAI3BD OB A IR T 4 —am BEF &
7rav (OGNS )" Drpmy sk
(WL (IWAYA-E) ~HALY figoitz
FHEOBAZR &, BHEOEMEDO B & L/
SafBEFIRATAZLEZEMLLTHRBE2E
ht&r,

. AEDOWRB T, AEF»rLEER
RAERBRS CWL-EBoPTRRE SN RRE
BoOZNBEAFL, METHBH, ZhE
TEW&@%“@K&“kamEE?&éBK
FNB~BATHEEZHB LTV, BIE
B THD UM, FRHERLL, sk
BHE LV E shTws? CoBEEET
(dw) iz, BORBEEHEC BV Tk 3 0%,
HEIcBWTix 4 0 WA T 5 Z LB2A5h T
57 L ORFERALT, HUABES bic/h
ReRBEWOBES2ETAEHELTHET S
ZEHREIDAM THol,

ZZTik. NH-fE, WL-&, 2L T/ B
DNWT, YA 7 4 ~EDORIEBRE & ik
Ui CHET 5, '

R r——
» FHRERBARYS
o LI IR R BT EAT

A o oB o’

B, ERER
FH&EDY NEERET
MHEELUFE

A Bz NH-E, WL-E, B/hofhy
ABETH B, BN BRrEHEERERABBE0EHE
m_KoHFZIc L VAFELE,

1) thR#lE
BEAx0ZRIIALERBCX>TiTbhiz, B
b SRR IR CIREE 3 7.8 C. &
BE70%TRHME i, BOBRK B 5k
R b iR o fkhy iR o e &R 4 5%
ROV, BEERRN T 520K 42-48
BCHELGRBERMEZS W . FRFRD
R MESREER 2 Burrd LA -R
B (HUA) 3HBESoAE2RLT, HivA
b7 EORMEERRDT D RECES
RYE & . HUA 0B Lz, =REDO TR
ft#%1, 2, 3, 4, 5, 6, 7, 8, 108
BeRE L, NH-EoRSEix., Hil#& xh
tdnikBEICLE,

2) oA r7 4 —BoHE

BRAEC Lo T s he BB, &n
THYA am BEFORABHKBOZDUATD
NELTok o« R BRI S BBt
oA (amam) . ~7 8 (am/~), E#H(-
/=) DEFEOBBREENTH S, ETIER
42— 4 8ATRE HMR YRR (flip test)®
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BiTbh, BROCHABOEVOHWEE
BHEL7c, OB, —#HoRBEHNVBIFLE
BLT. ~"TrELEFAEZF oy 7LTHEN
oo FHREAORTHIRE vikm L. mig
CPKi&E¥ % NADPH, tkic X D RIE L 72, flip
test & ZOMEE CPKEL V. Fiv AE (am/
am) ORHITEITEERZ LD LD,
BEEFEBOHGIIRE L o T SO RN
DRBRARFEMHREC Lot BT EWFE
BIEWERE A S, XV b ALE 2 - AREET
iz biopsy L. 7 7 VEIEHK-F 714 vYIF L L.
H-E % 7ix Van Gieson iz X DV ELXE(F
BL7,o

ANT "

BNBOEFHE L WL A HHE & 0 3SHe
T OREHEE L, ZERTOBE O D 4 2
—4 SEMCHHELBREBRAAE SN, 5
HEbiEh, RPEBREM@EIC Lo, FiTRi

K oRZEENREbh, BEREEOKRESOEE

05

#w B
A
eor .
7 ) Q
€
KR
x
<
2 -
o .
o 60 v
2
£ .
‘é .
L sor
W ) )
02 03 G 05 0 02 03 04 [
Body weightikg)
B
80
¢ . 0
€ Mty
X . ¢
< . .
2 -l
]
o S -,
° -
T
;;' .
8 s .
ot )
07 03 s ) 02 03 04 05 05
Body weight(kg)
1 FiABIUVE®R BEHcBIs4ELS

REREEEL TR PBOMM, v
B ek 42—48 B CRIE L 12

TckBETHDE (K1, A), RWCRoHfa
THEL. [ UCBEBCREZ HRIE & K L.
EAENIHEE L ISELPEERONEVED
BHREVHOANKLZEHTH (K1, B),
R ZERETFE2e b, TR COKERE
T400¢7 T ChoreZ tvb, BB OHE
Hrd, 04007 2BHIEL, ZOEUT
DEEZENELLTEKLE,

[ ]
[ )
2000 o« o ®
- [ °
N =
> ®
X S o
a 1600
e L °® ¢
0
S
a 200 (o}
1 = (o] f
®
(o} ®
L 0®o d
@ Séb
(o]
800+ ® le) o ®
- ® o ®
(o} G): ®
@o (o]
400 O
oL — 1 1 1 —_
0.2 0.3 0.4 0.5 0.6

Body weight(kg)

@:GvAre 7 —E(amam), Q:~7F
e#(am4t), O:EBB(-/~)

K2 FREN»ORHEWZZENE (4007 LL
T ) o MméE CPK &t .



RNT, TORBNEHORLLH A am
BEFE 2 >EBLBRT 5720 {1ip
test L, BABT 2 X5 ARENS
#o flip BAX 42— 48 BE T3 2 /2 HEHD
BWEEZRT, E0H. B LS VEIfFcE
WEZEORUbhaHE ML, TRk
hrc Ao LBEE» kM L, miE CPK A
ZHE L7, flip test THE Wiz o A IE
DEVOHENWE T, LidMmiE CPK HA31400
UA DEZRTEGEEHCAB L L, flip
test ic X BHE L. BRI biopsy DFREHR
TR Lo Tl hie AT v BLIEES
omiE CPKEREER LEOEHRIKH 9. X
sz riBETHro (K2),

M Eshie B v AZPBOTR TR LW
oW TiE CPRKESHIELE(F1),

NEREOKRERNH-ED 4 0%, WL-FED 55
iz W55, v AEPFHHED KT NH-
BO37%, WL-BD49%L7k 5, 8EE 1
HEL D BEDBAEBEECTH o (F2 ),
SHEBR O RE I H 58 & HH ) AR REE,
EoBimchBEMCERHR KE <, FHET
ML, WL, NH-EHB L $ 1 -2 TR
RUFSNHN, T0BRIJMICHBALETsE
B, ERBRVFOORE S 2 BRI 6.0 LI
o sz +5, WL-ERNH-fE X035 W H
mAH3H, HFANCEELE LA RV &
B b BB K RTB A0 ET2BHR T
HU. 8BRTIBXHVBHENEHA BN,
BRI Lo TRloRE L OlIc BEOERE
LT3 (H4), BioABORE 5558
BEOREZRT HUA fix@RicfWETL.

#1. E® (dw WL-) BXUfHivAtr 7 4 —(am-dw WL-)

Z B o miE CPRIEHS
Age Normal Dystrophy
(days) | male (U/1)P  female (U/1)P | male(U/1)P  female (U/1)P
43—-60 | 5501135 (4) 7751175 (3) 19704320 (4° 17861192 (5f°
130 4461116 (4) 6591219 (4) 1342+ 59 (4F 1266+ 90 (4)°

a WLERBGUV/AV/EOBENRTHS

b PHiEL SD, HERACBOBEGRERT
¢ EWLHVABOMTHREZZRELL (t—test) p<001

EH{EX400~700U/1 THBH, BEHK
En, livABEIz43-60HTH, 130
AECHHEME L BB FHWHEE TR TN, 43
—60HXD% 130 HRTOMEIEN,
PERRCHEIHRENE(LEZ, =RHEMT
gL (R3) , ZNE L fboRED Hok
KB 3GELE R T2 LRELELR LI
BoTEDENRKEL L Y, X8 BB CED
EREELAED, REEECTHE T L. EEE

Z=REMCEoB EAER A hEW (K
5),

NH-#EIE# B o BRI o o FEiz. /)
HeHs20RERCESREH DI L L. Ml
RrhRIZHET S ZERHIT NS, AR
MWL REVEV, A CLIELEARS WS
PgrEeAEabhawy (K6, a ), 1
U ABRMIT O —BE R ARERORTRIZUTO &
BYTHB, OFRMEOKNITE, ORKE 2



score

Flip

o
(o]
L4
- N W~ U
1

o

o)

R "= 3o
\\
“

Body weight ( Kg)
f=)
~
T
\ \\\
we,
\\\‘
)

»”-0
[ 3 “ ‘
/0/ ac@--=0-= NH-4I3

0.2F 2%
o0 = ’ —m—-8-— Wl{am}
22 . -O0—0O— WL{am-dw)

1 1 1 1 1 L ]

0 1 2 3 4L 5 6 7 8
Developmental age (weeks)

BASNL 77 7RRBOGBEER T, S0ELfbo &M T
t-BREZT o (k 1 P<0.05, % : P<001)

M3 #fivAtezs4—, =a—rv7v+—E(NH-413), Bfav 7
+ v (WL,am). B8 (WL, am-dw) DB ED

=it
6 o/,—_. --@----0-- NH-413
o o]
~ \ ~@——-8-WL{am)
5 // \\ o —-O——O— WLlam -dw)
o]
| | )
A /—_‘2\ \\ \O
g ™
,, " Y \ 2
\
3F . '\ :
o\
! ~ o~
‘\ ~ .00
. ~
2 ‘\ T~ ~ .o
ee ™ -~
L \.:"5_ e = \.\\\
b e ——— ..’_'_-- - |
, \ s 1 1 ] 1 1 1

1
6 ¢4 2 3 4 5 6 7 8 9 10
Developmental age (weeks)

BB LiLORMERTLt-REEZT o (%:P<0025, *k:P<0.005)

R4 HoAbe74—, 2a=rv7ve—f (NH-213), B v 7+
(WL, am). %% (WL, am-dw) OREICH S 7YV » 7R A EAL



#2 EXBIUHYAre7 4 —NH-&.
WL-fB LU/ NED REED g

Normal [Dystrophy
NH male 3.30 Kg| 3.00 K¢
female | 2.40 2.20
WL male 2.42 2.29
female | 2.30 2.00
WL(dw) male 1.32 112
female | 1.30 1.00
1601
S
E Ne
\'\
wor .\\‘\
o\e\
O
a I \‘\.
E) ol
g‘”' “.\~\\_.\ o
= e - 0
% I o o%\_
T Ee
]
m-
:
Lk --@----@-- NH-413
—E——8— wilam)
—O0—0— Wllam-dw)
80:-
1 1 1 1 1 1 1 1 1 F i
0 1 2 3 S 6 7 8 9 10

4
Developmental age (weeks)

K5 HoAtre7 4= =a—rnvFvr—f&
(NH-413). Hfa v 7%+ v (WL, am).
ZNE (WL, am-dw) ® ElE - RE
A (HUA) o &9 Bt

FEXRMED BB, ORRRIE% £ 5 5 TR,
ORMEZOE L. ORMEN 0K 0Zel
M. OREDH . OFLBME O HE | @
AROBLE. OFEBBROEMETHS (K6,
b g

NH-BEOUED X 5 nRBHEBTR %27
A. 47 ABTWL-E. B/ BB 5FRL

X6 EFEQBIURELAGHIALRT 4 —
% (NH-413) (0)EH 5 oMk2mar e,
B - SRR, RER : BHERNZRY
B. L :BEBES, 7 v¥ -y vHag
B X106

HE L7 (3 ), il o Zbodhcizzel
MRz GFETHF LBEBEShr,

WL, BB v AamBEFIBTT
IO T, BEEROKNAR. EREHEDH
BBz <720, Rk, BIRERES, £
nIcHE L TE? BAREO MR BT 5,
NH-ESWL-E CHHE Th o - BHEARK oF
OBES. BROHEHEI. 2B TrkbTrciE
T35, WL-1& &%/ BB O FRE i NH-
BTabhakshERRRMELEDZ iz R
<, Il & LBIKEHL TLHENCRERTS
HRH 5, HRETHAONE Z0k 5 & GiE



%3.

27 ARXUF Ay ARD = a—-~v7 v~ (NH-413), Bavrh M (am WL), Bfavohy

f (am-dw WL OB A b vz 4 —Biz BiT 25005 CHE & h ARG AREE L

Al 2 » A B ' 4 ¥ A B
BHE [caTor BBV [BRVIA M [za—rvT i |BBEV IR | BV 7+
a8 PR —f(NH413) | (am WL) | (am-dwWL) | -f(NH-413)| (am W»L) (am-dwWL)
TR | BEBOXRPIT R +H+ + + +H ++ ++
EXxKR#oHB +H+ + + + +H +
g 8 o 2 B + + —~% ++ ++ +
Ring fiber + - - -t - -
2 B B R + +H +H ++ +HH+ ++
88 HEEM +H + + +H+ ++ +
BiEgEobPLB B + + + +H+ +H+ +
RIEBKE OWHEAE + + —-~% +H + +
BEKREOHEAR + b o + +H+ ++ +
B B HRRCHRROER + + + + ++ +H
® # 1t + + + + ++ +
BHEaBROoBRH + + +H+ + C +H+
mE % o R Z + ++ ++ + +H+ +H
RERZL - BE:+ HhE i +~H BE : +H ~ -+

fZc i<, MErdERR b hic, Hic.
BMNETCOHEMBIUCHEREA~DEHA
BRoB#Eixiid L., 4y ABCRBHRAND
SHUDHREHVBML. HEATIHRMEZDN
zo BERFEBORECoMER, Thic i
BEROFEEL{RL., FHREO BLCORE
FHELTWALIKCDIARS,

E =

BOW A am RETREREESETH 10
ZtkdwBERTFRHAEFEEERICRS Z L34
SHTN Y ERHOBIEDwE b8, BIE
RHEULSEREF dwikrricdD, Thdo
BEFRZPEGCHFET 2D HEREIKE
5, EBRLENELRRETHE. R Cof
BOERBREVBTEO LIz TEHR >TLB, b
NN BOEFRE LWL oAHOME
KRR LTR%28k, REH T 2298
ftL. BEREZEURTE~T e E 2D, EF

DKRE & EHFF LI, RO % ATEE &
> TRET3 L. hREH o proRET
MELEB L. B dwRFIZ. BoRGHE
EHEIC BV T3 0%, Bt BW Tz 4 0 %K
VPFBTERHBNTVED BRI 7 B
17-BBCdwRFEEAL, PRFRIKE
W B LERELTVE) bhbhiz 0%
e dw BT heicd > %, 42— 4 8BE
TOHRELHEEROGRIAZEI X >THEL
oo ROT, iR am BETFE+RTIC OB
HiXRTHE LW ENBodbrbREx i,
oA amBETFTHORBEEZ flip test i X5
B, M+ CPK EEHEEIEEREL L. BZRMR
BoAL ~7 e, EEBORKIERIFObio-
psy BB AORBHEIC & o7,

# o ABmome CPK fik 21 £ TNH-E
RWL-EDCHE S e, WFhO B TLIT
LR akcEz EE L, ML L dicE
TLTK 5, BofEfioBpic 5 L &EE

—34-—




CHY. BHEHOTHEAE 0D ~7nilik
flip test TIRETE 201, BREHORET
FHEBLENTE 52 Lo LBIERIER DS <.
ZDredicfidfh~D CPKEEFEORM A iz v
LEhTW3, Lz oT. REDHYAED
BE LR, MF CPK ED MR TS
~T R BB ERRS ST 52 LaTE L)
BANBOBRRHIIEBT 2 X 5 i ERRENS
HEEhTwaR, BERMEI VAV, LEL,
SEOFE T BB P b b0 REL
B SB80 CPKEEZEVRHLTWAEEND
b ofc . WIREER O Mt~ DR MBI RE
CTHHEBALA T AV, AROTHREBES
ANTRALB#ET 5. JIEEATHETLTNS
AEEESREL TV 3,

BB o AMEOREREEL R THEELLT
nmtutﬁﬁ<m6mwanrét?5ﬁ§
HTHEREHEIBROHBE 22 L. B&I/D
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{gfg B v MR OOR ME B N RBG ERG MBS 5E6 STH

1 2 5 - + - - - - - - - -
2 2 e+ + - +  + + + + + -
3 2 e+ +H+ - + o+ + + — e -
4 2 5+ + - + + - + - - +
5 ) 5+ - - + 4+ + + - - -+
6 2 e+ + - + 4+ -+ + -+ R -+
7 3 8+ o+ - + - + + +H -+ -
8 3 8 ++ - - - - + + - - -
9 3 5+ + - + o+ + ++ +H —
10 3 5+ +H - +  + - + R - -
11 4 5 A+ - +  +H - — + -
12 4 Q@ A+ H+ - + - - +H B
13 5 5 +HH+ =+ - + o+ 4+ — o — —
14 5 Q@ +H+ + + 4 - -— +H -
15 5 5 +H o+ - + 4+ + + — -
16 6 8 +H  +H - + 4+ + - — -
17 6 9 -+ - +  + + - — —— —
18 7 e +H + 4+ + — -— -
19 7 8 A+ + + — — —+ e
— ~ HH. PASRBEHORE

.

.-wn“;'.,@’\ g :

X 1-1. RWR 28# oK, FHRf@RENc 81T
BREOBRREREZ T~ T, PAS%MaE,

X 1-2. RWH 4 BE0ME T, FHERARE BT 3
BROERERE 2R+, PASHf,

— 48 —



X 1-3.

X1-4.

1—=5.

1-6.

X2 L EFIO/E T, diastase ic £ 2L TEED
HE&ErRT, PASHM,

RW* 6 B0 BB ., Hiffi#EDIEKRH 2 VW ixZ
M e BERIE 273, PAS §ifa

RW% 7880 LI <. DFEEZERC 1) 258
RORFERE2 R T, PASHE

RWR 4880/ i<, ER AR BT 385
DEBEERT, PASHM,




WTHIBE PRI I L, BT 1 - 60 &
S hENERMED b N, Z0k 5l
BUaEREHIER L L bicEmL, XRE
PETUETHIZLETRT S, £, VAT
Tixe b HdVRMMOBY L R DERBTET
FTA3bDEAEV, TDO1ODEE & L TOREIIE
B3 EROERGITRE » 5 BT -~
THEMNBWZLRELOND,

II. BEFERESIESIBIETF (gs) DEE

FAINBLUBEDS 1 -9~ MBRIEF

(Dil) & linkage DBEEORE
BEEFRPEORETFIHCEIRWAB LT
MWER (2 vie—-AFR)E&fAv, 1 28k
DEORBIUS ELEE»E WO
. DEBIUHRHE BRI 2 ERERORE
PEABRYF O PASHRABIZIVBE L &
B, RWROBENIELMFHRD acid maltase
EHEC I BEPEYCHho b R
C BXUH ELEZE S S8 b B oM acid
maltase IEEFEK D>V TIRB LT ERAT,
T, BELKXREBVW TR gs BEFLBPE
" 3a— % v HEET (Dilution) &® linkage
DEEIZOVWTHRFELK,

1. BRAIBEREMEORETSHT
TEERREIICRLIZE I, 5467(RW
FHE) x 1, 2 (MWER#) . 3 (MWERE)
X 5478 (RWHHE) 3L F3 X 5378 (RW A
) »rb0oRrENEN29, 25, 5 Bbhr,
559D b, FLLTFR T2~ R
- ARIVBOERIEEVISCAITONE
TEGEZRL 5 2HEGIAESESE T NTLS
WTERERRBE CH o7, 2ECIh BR
FRWHRK S ELLRL 9 5Bkalr, 20
9554 TEGRIBHBTNTEET, 3 84k

R3IBHE LI TNHETH o, LAL, 3
BEh1ESoABEOAENE6, 2BHKE
DEENAHBE L, 3ESP 1ESE LR
o s S BEEREGR L HEL 2 BE L. 3
[Fesh 2B HROERE A S 0l fflkn A
BEER Mk LR LB & O BEIRREG & ER
EHEDHIT48:4TBXUF42:53 Lz BH,
zhotdicl:1olkc@HAELE, ko
REER»D v X 72 B 5 HEER TR o FIiE
HRREREFEOB—EHERETICL VX
BEhTwaZedmmashre, REFESE
gs LEDI, 5. xR OB ETVWE
HMEBEFANMETOITETHS,

LROZRI Atk XUTh bOKE
5B o TFoMmFE D acid maltase {HiE
HEHEL e, ROBRIN 2B LUK 3 T
Lickdic, 5467 X1+ 2,3X5478 Bk
F3 x5378 DEATE» 6B OLNFD acid
maltase IEHEEOEE Iz TN ZEH 4.0 ~39.2,
6.4 ~66.0, 16.0~352 (H{’: nmoles
/ml/hr ) THY, ThFhOTEHEIz 18.2+
9.5, 19.54+13.0, 23.4+9.1 THot,
e, BROERP 2 vbe-AR X DHVE
A EnF o 7D acid maltase {EHEH
i1 66.0, 12.8, 31.2, 33.6, 22.0, 28.4,
33.2 T, EROERBEO SV OiiELE
BEL 3 L VWIEEITADNE b ofc,

b LR » 68 b h e BEEFEG L EXE
fA? acid maltase FEEMEEZR41ZR Lz, IE
HEGOERMEORMI 2.8~31.2 TFHE
2116171, BEHRMAEGO ZHi20.0~168
T, FHHIx 50438 £ 0, HERERFMEMGED
acid maltase {EHfHIR EFBEBOTH X VE
fHiTHh oz, LH2L, acid maltase IHHEMED
BECXY., gs BERFOREBEHGFITETSZ



#3. PR A 2 RAE S ¢ RAOBRET SN

Z_® T

5 Q AEK BERA E %
5467(AMD) x 1, 2 29 g% 25
3 X 5478( AMD) 25 2% 23
3 x 5378( AMD) 5 v g

R x  AMD 4 2(3Y°  2(1)

AMD x 91 40(45)  51(46)

AMD : FEFUREG

W a2 VR RIVBEEDERNEGVERE SN BE
Y 1 RBCIEROERMNALNBEELERER L Lo BEGR

1(180) -
L 5461 x 2(356)
50 (6.8)
18.2 t 95
o .
x .
.
.
HS
30 — .
.o
B .
& oo
ool
:
- 20 p— . x
:
* i :
’ : EN
p 10 s, -
24 o x
& .
C&_ Py
@& 3 x 5478(3.6)
‘50—~ (10.8)
. 19.5 + 13.0
40 —
§
g :
L 3 .
: L]
2 3
., 1
L 20 b N
. -
1 Se
i
x
10— .X, -
.
x
s Q

M2 EBERYAIXEEYXI7HL60FDME acid maltase
EiEfE, xHERAEBROME
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50

40

30

10

BAERAK- w2 IR

40

n moles 4 -MUWat/hr

20

10

X 4.

50

40

BRMc—-w IR

20

10

» moles 4-MUAt/hr

3 x 5378(9.2)

(10.8)

234 t 91

Q

3. BEFERYAXIXEEYZXI70560FOME acid maltase
XHEmEH 0 E

E® @&

Ix)
o4 Sisderen ®
e . .

TEHEAE,

11.6 + 7.1

REF A

.
smocsn

50 t 3.8

s e e

HELKE» B o BEFEG &
FEHBEEOMTEacid maltase FEE(E

ERATRETH o,
LR BT BEERBEMED acid mal-
tase GEIEfED 5.0 + 3.8 WS {HIZRWRic B
WSRO RIEMEICBI L TR BAG L1
A B0 TERRRICEE R 2 BIE L@k
¥ acid maltase FEHEME ( 9.04+3.5 ) L ViE
. ERBCRET K BELEERLLED
h, FEIERE L OBHECHKR O H 545 ThH B,
72, EFEEGO 1164171 L5 R
EIEIEE L 2 Wl kD Eh (AMRP%:46.5
+9.1, AWE® : 33.6+22.0) X 9 3{EfiT
&9, HID O ELEEHC BERM & RIE L [l
9.01+35LDERDLTNTHo, ZhiTik
RERCBWIMWERD3#H) Dacid maltase
TEYEMEAMED ofce®d 2% LIV, LasL,
EFEEI BT acid maltase FHEEMOE
WEENFETS ZLRELTH I, EEKED
FIEW acid maltase IEHMEUAOER O S
REZLND, TED1 DL LTRIENDEBLESHS



VWi BS 1L neutral maltase #BI5GL T3
AL ELOND , G, RWROBHY ~—
#— % LTCacid maltase {EEEDAZ TR <,
neutral maltase HEMfHICdFRTHTFET
HD,

2. P¥EEYAET 5 Dilution BEFLD
linkage D HiE

S AR SRR /e MWE Rz 5128 L
RO EEEET (FERE)ICK Y
FEEN T3 Dilution OFEE, HHffht:
DEMEET (+EFE) c LR EhTw
3 Yellow OHES XUrE kit nSb R E
Fre X oZEE T 5 Panda DPEE 2 RE T
BFHTHD . L (MWE XRW) XRW D %
ELEZE I BWTDilution HEOR 2RV,
Dilution # ¥R+ 5BEF (Dil) L gsiilB
F Lo linkage DHELHAL £, BRETH
IZ linkage #* SN i¥ Dilution EAIXIER B
NHEDE Az LAEES, BRIIE
4iIT/RL7eZ &<, Dilution THEFROEE,

F#4. HELKELOBONATORET

DREFEKREAE L EEEG
Dilution P35 o4 3%
BERR iE % EEE 2 EW
16 30 26 23

Dilution TIEH D EM, HFAEE TREFEROE
B LUFEGCTESROMEEIN16 : 30 : 26
123 oEATCHAL, Zhizl 11 :1: 1
DHIZFEE L, ZDZ LEDil & gs DR
EFMHEIICIX linkage X RWVWZ L EZRLTWS,
U LAES 518 5h 7z Dilution, Yellow
BXUPandaD ZERELETHEER A7 %

BIRELTCRWMAEZEHLZ , RWMFRix

RWHE X VRBERFBORIEBRIEN, S8, Z
DRWMFAHRE AV, Yellow, Panda 7 ¥0if
EFLgs BIEF linkage PHEXRET S
FETH 3,

0. RWR® gs BIGFLUINOREHESOD
RE
RWRDgsi R FUAMOBETFORE L FE
T5HD . WER(avire—-nFf)ns59H
BIURWR® 1 3P SfmER, miE . FrE
BLUTVWHEERRL, Z5ERLAL 1480

#5 BRABHBECIVAELLEAESDD
VREER LRSS
ADH 7 v a - A RKFEEER B
 -GPDH %%fﬂtnUV@mmi .
SDH Y b —VRKEFER ”
ME-1 Y v K EEEHE ”
ICDH-2 1Y 7/7=vEBBRKEESR ”
6 PGD %;z*’”fyﬁm*i ”
PGM FRARI AV LE—E ”

_ =RV —ARAT7z— AV
MPI-1 AF—E 7
PGI d—ix:hy'zv:—x/f JATF— ”

+
Es-D =ATZ7—¥D ”
Amy -7 37—+ TV
Hb -1 NESrEY FrifnER
Alb THT IV Ifm %
Tf FFVAT Y v ”

BEAB HAVREBEECOWTITF v vy ¥ L 53
WIREFIVERRBEC I VAEL L, KR
BREG6IRLELZE L, RWROBAEMBEGEC
MBI 5522, RWREBWTEEL T3 &
Bbhiclfinz, «-GPDH, SDH, ME-I,

—-53 —



X5 MWERKHBREEHTWAEHPED 3 2— % v}
EB : Dilution B : Yellow TFE : Panda

=54 =



#6. RWHREBIUWE ROBEHARK

ADH @ -GPDH SDH

ME-1

F S A B A

B

A a

RW>% 0.769 0.231 1.000 0.000 0.000 1.000
WE# 0.712 0.288 1.000 0.000 0.144 0.856

0.000 1.000
0.052  0.948

ICDH-2 6PGD

PGM MPI -1

A B A B c

D

A B - A B C D

RW#% 1.000 0.000 0.846 0.154 0.000 0.000

WE% 1.000 0.000 0.153 0.500 0.000 0.347

1.000 0.000 0.000 1.000 0.000 0.000
1.000 0.000 -0.068 0.932 0.000 0.000

PGI Es-D Amy

Hb-1 Alb Tf

F S F S A

B

A B Q Q- B C

RW>% 0.000 1.000 0.500 0.500 1.000 0.000
WE% 0.119 0.881 0.271 0.729 0.975 0.025

1.000 0.000 1.000 0.000 1.000 0.000
0.975 0.025 1.000 0.000 1.000 0.000

HBFRRIETFHRE

ICDH-2, PGM, MPI-1, PGI, Amy,
Hb-1, Alb, Tf »11Efr, —f, WE%
IKBIFB3EhBixe-GPDH, ICDH-2,
PGM, Alb, Tf O5EMTHY, RWHKiz
WER I DS 0EMTEAEL TV, £/,
SEEDA SN 6PGDB X UFEs -D OHEERr
EBWIRWERLEE L CRETHE R
BERasbniz, Th o RWRORERR S
R ollcdbE IR v 7BRB D bbbl
DhdlLhin, §#%, RWRE6PGD-AB
XU Es-DF K ZhEFhEZE L. RWHD ~—
H—BEFETLLICINDLDBETFLgs
BETF LD linkage DHEERET S TETH
Do

x &

1) KB : ERERHFEIBY X508, Hv
Abw 74 —EBHYOLEE -BRCHET S
WA (EHERNE) ., Bs 6 EERES.
35—~52, 1982,

4)

5)

6)

HEEES : BAYXSoERIR,
EREW. 29 : 475—-478, 1980,
Jolly, R.D,, Van -de -Water, N.S.,
Richards, R.B. and Dorling, P.R. :
Generalized glycogenosis in beef
Shorthorn cattle ~heterozygote dete -
ction, Australian J. Exp. Biol, Med.
Sei., 55 : 141-150, 1977,

Howell, J. McC,, Dorling, P.R,,

Cook, R.D., Robinson, W.F,, Bradley,
S. and Gawthorne, J.M, : Infantile
and late onset form of generalized
glycogenosis type Il in cattle. J Path,,
134 : 266—277, 1981,

Mostafa, I.E. : A case of glycogenic
cardiomegaly in a dog. Acta Vet..
Scand, 11 : 197-208, 1970,

O’ Sullivan, B.M,, Healy, P. J., Fraser,
I.R., Nieper, R.E_, Whittle, R.J. and

Sewell, C.A : Generalized glycogenosis



7)

8)

9)

in Braham cattle, Australlian Vet.
J., 57 :227-229, 1981,

Sandstrom, B., Westman, J. and Ocker-
man, P.A. : Glycogenosis of the cent-
ral nervous system in the cat, Acta
Neuropathologica, 14 : 194—-200,
1969,

Somes, R.G. : International registry
of poultry genetic stocks, Storrs

Agricultural Experiment Station,

"The University of Conneticut, Storrs,

p.34-36, 1981,
ESE  FEBICRER Y XS54E[
flic B2 BENEAROER, HRREE
Ex '
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. Y= bw7. —BIEA & ZOEMROITIR

AEEXA4A4BXV12H12R8%&200
DERFEZTF, UL 412/413 RizBIL T
REERHY TAGRERENZI BT, TAH
UE13EoREFT412 (2vbe—2){
700f, 413 (Abmr74—~)450fH
DESEZT., 2280HMAKED L, 47
056 AERABRNYCHE (~14 1) O
2%, 2R0HACES Lk,

sEpEEL4E, 2 e -1 100 FHY
Abre74—4 0HICOVWTRILERZT o/,

R4 A tkEs» SEMER#EEK RA TR
DEREIC IMEL D 5 MARHADFIESR
tric bHIEY S 5, R 2T B A SR(E

* RIRKERE R

ek M B

RionTaxfabend o, TEARED
FAFTIE 413 BERN 412108~ TH
RV, SHOPS 2 ~ 6 AMOHHUBAE &
R 413 vihavoT, X8 LR hiEgfHs
PSR BBKR T v — FREVFERRKE
WTHEFTHD, X, FHRIFLVWT -2 —
PR BRERTAZ L EKBELIOTRE
EoHLRTRIASEEILOTRETSTE
Th B, :

ik BAERREOFME, RBCRETREE
fLOHREDET L TR IREEOBREHLET
BEDFETHD.
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BM5 8EEF S (FHIE) BF

/A <

T213 JIIHERIXEI 1430

K & J:3 o % " BHEET
B OER OF N &2 R | MEEA EREHWHRTRR 044-755-5441
v T 213 B HERIXER) 1430
B % LB ZZE | MERA FERHDDRHRR 044-755-5441
T 213 JIBHEIIXE) 1430
B2 #H B | ERAERETREE 03 -812-2111
T 113 FERERBILREAS 7-3-1
¥ B F x| BIRBEEBEEIGELY 2 - 0423-41-2711
T 187 HRUER/FEINIINERET 2620
I a i = B R BT ERKFERTE A 0734-31-2151
T 640 FMKIUFAETI
% th B B | RAEEBEENFEHBEE 0222-72-4321
T980 fl&EmREANER 1-1
H B 8 | AHBREEEBREFES 052-781-5111
T 464 AHERMTEXIELLS
X # & | MEBEA BEREDEFEHRHF 055136-2333
T 409-16  [LELIR/NE)RET LR
B B R K| MEEBA ERHYBRHEER 044-755-5441
T 213 JIEAERTXE ) 1430
BhE LB B B | ASEIERWEESEEE2HAR 0564-54-1111
T 44 WG HHKEETEHES 38
B N #—88 | &RKERERENYERER 0762-62-8151
TR0 £RWHE13-1
7w\ E | BEEA EREBWPRHERR 044-755-5441



