RERAH oN/H, EEETRE, BREEIHBEACEER L. COREREH V=Y RIC
BOT, BERBBECREESEADONTLBOVEOIBRLIFET LD THS, L L, HEE
ERITI}, MEESISHREICSESEAD S/ X, SPMA, Charcot—Marie—Tooth#% I 1
T, MEARRILIEED LRFBE SN,

S, BRI REBOTELON, Y9 RiKEBDI S Cholin Kinase . ATPase , LAP
DEFHH, ADHY A o7 —EOREOCEBICEDL S ICHEL T 5h%iEKT 5 L itic
FEETOH YR o7 —EREHELPLCAENRELTISREITEI0. AXEDQHERD R
BEOFHOEZFLLITHDIO,

IR Me 7 4 —ECBIABEREOME
AGEERROHEERRICE T 2BE 4 — >

SARTARFERFET
= B F =% g H B T
Mo — BB e B il
(EALEE )

(=I5}

VEEREICH | & G x ARSOBA D, & U CHERUHEEEEHKO, HREMEO HE RN
F. BICTAVHA 295 — v ERKE L, BEMIBESENIA TEDREMEL B s
—VEHL, $hBRHORERERBLTOEAE S PRAL LS LR,

(B EHE)

¥E Vanderbilt K. EE. #ERHc B 0T, Roelofs EHick-T, B2 DOHERBEDBRD
DR (biopsy ) BSiTFbi, HOFEICLD 1) RSN (30~608, 1~2[ED subculture
&) . H2~5x 105 EOMEMHSED 5. — 80CTRE. LTI ERS Nl

gV~ vRAF)F—¥ (Ph) |, svT7Fv%4—+% (CK), TIVFF—+¥ (ALD)
EVEVRFF—F (PK) BHEDBREROMEELSLTT 1Y F 4 L0 SRR ATHRE 2)
WHE U fe,

EREER)

BEEMENL 7 0 — S LL 72 b D TR » DT, B4 OREICHEMEFMIANRAE L T,
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myotube DEEBEA L EICKRELL, HllRAEL. EHIELTH . ThT TERFEN
BRE% L EBMREARKIZ20M TH > 1obs (ZO—ERIFMEEERSE) . £O—#%E& LITRL
Fro SEMTHS L, HEMATIIPKAERE Ph,CK, ALD &biCBHTEL. 57D
BHOEUL T TH »12e E/z. EHEHEROHIEEMBEEED T, BEEAGIERO REE
BiidENd0., THEBREBEAERBML TOED 7,

#1. BAOBREEEIOEBEINHRRICET SBEREE

Enzyme Glycogen Creatine Aldolase Pyruvate
Sm phosphorylase kinase kinase
munits/mg munits/mg munits/mg units/mg
Human adult skeletal muscle 1,213 77,080 1,104 17.20
Human newborn skel, muscle 197 27,452 230 7.09
Human fetal(5M) skel. muscle 49.4 4,720 110.5 1.97
M.M.* McArdle(biopsy) 1.47 46,050 793.6 21.70
Muscle cells cultured from
1 R.F. Normal 25,73 201.3 40.8 4.946
2 J.1T.G. Normal 10.54 326.5 6,70 2.80
3 M.M. McArdle 16.80 36.63 9.15 2.43
4 W.M. Spinal muscular 17.80 81.34 3.22 3.080
atrophy
5 8.S. Limb-Girdle 9.88 400.7 26.63 4,86
[) " " 5.55 69.49 14.34 3.20
7 J.S. " 13,82 49.79 11.75 3,76
8 G.K. " 17.94 79.97 3.40 3.99
1. (A% 1Ne 5 (Limb-Girdle ) BICKOT Ha—R71L
@D ph 74 20 BKKGHH ERkEE
No 2 8
‘ | - MM C(orig )
1L | o @D @D
| = )
(FM )
v | D @D @ @
| @G o |vB
as @ :
+) (+)
Ab* M L
AMP + + + +
NagS04 + + +
* M, FHLEIC ST 55558
hidkic & 5 T D 5k )
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PKEMS L CEESNTO O COBESREED R4 TR OEMICENT 5 5 KA
DERTH -7l EIEETHA Y. (BRABLOMBEHM, L0 TH70 ) TAVH A 4
D5 —vTh, Ph,CK, PK LbIZhZholRBTHSFE, BBR, M2 LR
T. Ph CHB{LEOFRIEHR (MED) OAq 7))y P THAFMA (F23MME) OREH
BgEbh. CKTIRLDERICBB>BMEBL VEOMMOREESEONIH (K1) bbb~
fots, U THACEEIC R RO E AL S S B5 280 - Too T8 - THEALFEMITIARMESF
MRS KB SRIZNT 4 V¥ A 688 — v TH-to Lvb, N ODOEERM G IPENICE
MBS (fuse) L. #HALLT—Ihd 2 BEMUMRLE AL INDE 6D TH » 7205, in vivo
DHOHMEP, T LTREOTE,HA 5B L, REPICKRBMIRE EZ oh. BEML~VTH
REOBERNEEHT HHOBEERTHA O EATBIND,

(Z OBFFRIEKE Vanderbilt X « BE » #i#} Robert I. Roelofs B4 & DHEHRLTD 50)
1) Sato, K., Imai, F., Hatayama, I., and Roelofs, R.I., Biochem. Biophys. Res.

Commun. , 78, 663 (1977
2) Kitahara, A., Imai, F., Takaya, S., and Sato, K., Biochim. Biophys. Acta,

500, 256 (1977)
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L ak

23 E3
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F)a—4vhzak) I -+ (Ph) OMBLFENRLETRRT 5B TLUFOERNTIFRE
Bk Lo 3L, MEEFH PhiEfERR BT T 20, ChEMiaN Ph AT
LODEFTEIL ., BN Y 0 - v osadicBRl, LrdARs) a—rrnidd
AEBRIRADRAT NS, 77477 a—FYORBICL DT EPFIRTHRE SN,
BE- T, MELEM PhiEHOREIE., MENKEBICADLD 2ESFHEOA ) TEERL
B, T34 T—HLOY) 3 - VEREETA LSO 0alfENEL Shicd, bhbh
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