2) BzXx AWM, &, FFEERLDMPER

IZX3 B3 BORET
=
Woeh i — # 7
¥ F ¥ E
B z0}

MM BT T BRIV X R
(PX) #—HILIBE K TLICHISHEBEL, 20
Jf 2RI B3, KBAEELERL
7z EERCZOERROIEBRIER £ 3EHL,
e PX 2B L T\5% DMP BH %305
ETLEIRERESERL 2.

vl P 3

PXoiafizzdar2sr MicHHT 3
728>, &P 5 1EBEFE Protease #ET
BT i o THIMEIESZ ¢& 2 /7T ELHAL
T5. 295 L THEENT PX OOfORE
IZITHFR & V5 4515 Bioassay (I
TN T L ERFBEFROHIIER* 25)
2k 72,

BLIC—ENNEIZEL PX 2 8MEH
SEEIC & 0Bk, FEBL, ZomIE{bin
WHE % 5T 5, BT 340 E PX #5EH
LTv% DMP BE % 9.0 T 2REKREED
R ERET 5.

24 i#®
(1) #dFEowkE

* R RFERFBE—NH
* o EICSERT) SRR
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HAFN49FE LIRTIZ PX 3 Fik s LT 7 %
DHERET & ~ - HHER R %E pHT7.005k (0.15
Mo &R S BERIIHIA DFP 2 &) Tl
L, pH4. OB 2> Tz, Ld L D
DZEENHE O TREE KRS FeRr B
BEFIIEOTRRIC & ) BR494F L% Prote
ase NDEREEHFFEL T 5.

Z L THH o first step # pH9. 0122,
80°C 3 4rfll#E L T Protease #0124 3 2
EHTE Iz FIE pH. 0 TS & TEK
&3S pHe. 0N B &, R 512 pH2.0
D EEEZBEINTB (HESTEL 0000E) T
B L CERRY > 7ic LT (|1, £
D% OGEERAF B TS TFEIOFE,
10~587%, 5~17, 1 HLUTD4 5@
17T Bioassay #4772, #0&ER1 FLUT
DEFEHSH IV 77 bk RFES OWEF 205
B2 L2 LNT, HETIIZNL
FUTEEBEY> 7z LT3 (FI).

HEZNF HEHME & L CBEEET-> Ty
5, B2 I E —FH&k s L TDEAE-Sepha-
dex A-25|2 X % Batch &8 T3 2IZ53T Ta
72. F#.5 9 Bioassay Tl (| ) pH6D
IR AT I IREFAHTF, pH3 ~ 1IFEHER
G N7 KRB ET S, pH6 ~ 3D
BHE I IE & T - 2.

ZORFE, Al 7 ATERMET I S

(1.4

e ]



x| SEETXDKRIZL S Bioassay

® Mg L3 77 A R % E %
WEx % 2 % = 3hrs 6 hrs i 3hrs 6 hrs &
(mg/kg) (%) (%) (%) (%)  (uy
(%) (%)
HEK (W) 14 — 97.1+£0.7 97.1%0.6 - 107.9+1.4 109.8+2.6 —
pH2.07]i& EiE 5 1.0 94.441.7 90.4%+2.5 5.2 93.5+2.1 96.6+3.8 4.9
M.W.1,000~10,000 5 1.0 92.3+1.3 91.84+2.2 7.8 94.3+4.0 93.7+4.9 6.0
pH 6 FEIRE 5 1.0 98.3+x1.5 93.9%+1.0 0 91.6+4.0 88.9+3.0 9.7
pH3~1#H 5 1.0 89.6+0.8 90.1+1.0 10.4 106.1+2.9 111.3£5.9 0

(%) : ESTHE=100.0%

BraEL, T/ EBOMOFERLRHZ L
L LbRFERFIIEEE, TV aBTFE
BRMET 2 JEEDE .

ZORFEERFEZ ECTEOLA ~Cellulose 77
FoLvwe 727 4 —THEL, REEDS
KF LI % Sephadex G-50(fine)
7 Z AT NIFIBEAT 5 I2RER, FENHIET
3 crBE—DE—7 2R L. TN KaviE
120.696 THEEST-RIIH2,500TH - 7= (F 1 ).

09r
Vitamin B
08 1?2
Urea~-N Reducing Factor
v
0] .
Synthetic 9124 ACTH

0.6 F

ost
[
2 04}
4
>
é 03l Cytochrome C

Myoglobin
0.2r
DFP-a- Chymotrypsin
0.1 F
[} Lﬂ.l_i__;_‘_‘_;_‘u_d—‘_L_u_u_u.L
10 104 105

Motecular Weight

| Molecular weight determination by
Sephadex G-50(fine) column
chromatography.

Kav=(Ve— Vo) / (Vt — Vo)
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(2)

(%) : Mean+ SE

PX H&HEEMAO—E

A7 LETF 58 50 3 mg % Synovial
sarcoma (504, B) T14~15 mg/dl DEH
N7 LAMAEFRY BREBICERLZZ. £OMFE
Bl Hn b =26 MRC B{rk 95 v
AN AMETER 2SR, 22 v=F
WREERTT Iaf F—L A& 40 BESE
THEREOLEFR L 2ZME(534)IC PX1mg
Z19EMGER L 24 R, RESHROIETEA
oo THDOBARIE TS OB SHE L A2
PX 2¥FERBIZ X % Bioassay i@ ) D3R E A
UL HIETZZLE2RLTWS. Tubb
PX 3FEEIZ L RANE S DX S MRS
BRMErwZ L MR LIS,

(3) DMP BH it ¥ 2EEHKER

FEaEsfes L 72 PX 3L EEA DMP &
FHIZ DR LITITEBFROBERZRL TV 5.
$bbH FSH 54 (FR2) &P ELRL,
ZEIZPXELFRBREMNNL (AL M) 27
£ 47 ADOBAE ADL »3474 538 EA- L,
SEEE R THILH 1 B (FEFIX304) WEE
Dl oY A

L-G B18% H110% L TR DBALARIRIC
=7z (R3).

Duchenne %2221 5 % 4 B & A2 IRIK D
BALHRIRIZ R » T 5B (FA), Hl2 (3NIHH
DMP > Z—it ABEFdNa 3 (K. A.) (IR
WIREECARBEL, No9(R. T., KEA) 420



#& 2 Facioscapulohumeral Dystrophy

No.| Name | Sex ’8?123' it;t = Sit':j““i"m (5921?1;76) g;(”::i:ar:n(:fent Effect
1{AM.| £ 15 |37 [jui 251970 36| 34 70" +H
2INH [ £ 11 |20 [Jan.2409m | — — 6 10 H
3K S| f | 10 |19 |Mar. 240872 — — 5 8 +
4K.D.[f] 19 |36 |oct. 5,1972| — — 5 1 +
5| TU.lm| 19 | 28 [Jan.19,1973 — — 410 +

% Determined on Sep,,1974.

ADL : Activities of Daily Living (Healthy person is calculated .as 100.).

(Nov.,1977)
%3 Limb-Girdle Dystrophy (1)
No.| Name | Sex g?\::: f:.:n Ofnpaxulenjengn_v(Se:fl;m) g:r::fa:mim Effect
1T T{m| 7|20 Mayz0,19m| — — 676" +
2|KT|[t] 15 |26 [sun8iom| — | — 4 B [oetnued
IINTIf| 4 |12 |apr. 1,972 32 12 5 8 +
4IR.Kf 1 10 |26 {Apr.15,1972 — - 4 0 SL??Q‘Q?L‘S%M
5|/S K im| 26 | 35 |Jun.10,1972] — — 5 5 +
6(TH|m| 9 |29 [jun.25.1972| 23 12 5 § +
7/ TM|m| 18 | 42 [Jul. 91972 — — 5§ 4 +
8{ J.N.| f 4 | 29 [Jul 7,972 — - 5 4 -_
S| JHI £ | 17 | 36 |Aug.17.1872| — — 5 3 -+
10/ TM.| f] 31 |38 [sep.1grome]| = [ — s o™, +
1M {MM.Im | 27 |35 [sep.16.1972] — — 5 0 +
121 S.S.{m| 5 |24 |Nov. 6,1972] — — 5 0 -
13 AT f] 24 |39 [Feb.aoma| — | — 410 +
14 MM | f| 7 |28 |Feb. 251973 — — 4 10 -
15| K.H.| f| 20 | 27 [Mar. 11,1973 — — 4 0 Discontinued
16| K.S. |m 9 | 24 |Aug.15,1973]| 73 57 4 3 -+
17{S M| f 22 |Aug. 24,1973 — - 4 3 -
18/ T.S.{my} 13 |19 |oct. 2,1973) — — 4 1 -
No.1,2 : Sibling.

No.10,11: Sibling.
No.16,18: Sibling.

% Interrupted for 2 months in between.

(Nov.,1977)
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*=4

Duchenne Dystrophy (1)

e o e L e O e e
VT Y |m|6” ™ 12 [Feb. 18097 | — 42 4¥ 6™ |Discontinued
2 K.Y |m |4 5 |Mar.20,1971 | 78 64 6 8 +H
3| KA |m |5 19 May 26,1971 | 36 25 6 6 +H
41Y. Y. |m|3 11 [Mar. 18,1972| — — 5 8 -
5/MO.|m]|l 6 8 |Apr.25,1972| 57 8 5 7 -_—
6/ A.N.|m |1 10 |Jun.27,1972| 28 8 5 5 -
7(S.N.[m (3 8 |Jun.27,1972| 63 8 5 5 -
8/ A.O0.[m|6 11 [Jun.27,1972| — — 5 0 Discontinued
9|R.T.|m |5 17 |{Jun.28,1972| — — 5 5 H
10(M.7T.|m [ 1N dut. 7,1972| 27 8 5 4 -
11|S.N.Im|1 3 7 {Jut. 7,1972] 75 10 5 4 -
12} WH.|m |2%6™ 6 ljul.13.1972| 35 19 5 4™ -
13|H.T.|m |2 9 jAug.22,1972| 70 16 5 3 -
14| N.S.|m |4 9 |0ct. 15,1972 54 9 5 1 -
151 JLA.|m |3 11 |Nov. 1,1872| 46 39 5 1 -+
16/S.1.|m |6 12 [Oct. 91972 — 42 4 Discontinued
17|M.T./m |1 8 | 10 [Nov.27,1972| — — 4 0 Discontinued
18] 1.S.|m 4 5 | 13 [Nov.27,1972| 24 11 4 1 -
19|M.A.im (3 12 [Jan.13,1973| — — 4 10 —_
20{ T.A.im j4 10 [Jan.13,1973| — — 4 10 -
21| H.Y.|m|3 8 |Mar.20,1973| 78 53 4 4 +
22{M.N.[m |3 10 Mar.20,1973| 42 15 4 4 -

No. 6,7 : Sibling.
No.19, 20: Sibling. (Nov.,1977)
FETEELATWVWE SN, BE T CHEBIC HEEIZ v, CPK, Aldolase, LDH,

BRHNERTFTARLZ., L23IclE s
L6FE67H, SESYAROEAE, HREL
DL ICIEBIRITH S .

M R ro 74— Z—IC ABRFDE
FHETE LT, 5% BEERFHFICA,
B 2#lcalt, BEICIZABICER T2 PX
HFiH 6 BIfHL T 5 PX 2% 5L T
3. 1107 BOBEAED F» ADL D&
THBE LN B RDH D2 HEETFEIIC

GOT, GPT, 7L 7F>HE%L rOBETD
MAEEICE XA L7V,

Duchenne #INo. 9 (R. T. ) DEKABHRTPX
@ Volunteer ¢ 4352 X2 #EE L TE/KE
FE{E? Duchenne Z8 4 A, FSHZA! 5 AIXER
I23FEL LR AL ENTIREMED
follow up %7 T 54, FSHAE 5 %2 H
ADBEFEHEFHALZRELT L, Ducheme
B L BALARIRIC L »TREIREHELTET
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W5, 2 ) Prolongation of survival in muscu-

PX DEIER L L TREBIEZALN LS - lar dystrophic mice following admin-
72 4%, 77, 8@ Duchenne ? penis Bk istration of porcine pancreatic
ot THOBT IV EES 287 extract. Takaoka Y. et al. : IRCS
PEKIZEL L, 8F BT PX DS ¥ Med. Sci. 4 : 354, 1976.

Bk L7, 3 ) Clinical .51gn1f1canc? of p?rclne '
pancreatic extract in patients with
progressive muscular dystrophy.
Takaoka Y. et al. : IRCS Med.

3 [T Sci. 4 : 486, 1976.

1) Isolation of the blood calcium and 4 ) A protein anabolic factor from
urea reducing factor from mamma- porcine pancreas and its effects
lian pancreas and its activating on mice and patients with pro-
effect on RNA synthesis in cultured gressive muscular dystrophy.
cells. Takaoka Y. et al. : IRCS Takaoka Y. et al. : IRCS Med.
Med. Sci. 2 @ 1577, 1974. Sci. 5 :103—105, 1977.
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