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B 4.
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G : ATPase (pp4.3) H:MAG, 1:PAS, J:phasphorylase, E—J :X 200,

LDHTAVHFA bts— Ve ERIVBLALEETHRO A LD 125 BFHEHETHERE
W, BE, UvHYREMH B, vrFeIiaH R OETH S, BEERETIZ
RETHE2IHF eI ABDODLDHTA Y ¥4 5098 —VEUL T 5o

gsDS—disc YV EBEKKENEICL D myosin light chain ® k@2 —-v, ERED
EEANMULS (BHECR) , BE LB I8EHE EE AL 2H RHECE) . 384
BEIRL1, L2, L 30D3A®light chain 25 LT\ 3,

A SDS —slab¥ WERKEEICEL S myosin light chain OB/ v —~ v, KA &
DAKRBRES (BHEMY) , BEERE A28 GRHEMDE) , BELELRE. 54
HETHHERESEOLRE BHEME) , vH¥FEREMH (ABRE) , THD, BK
ZOMANE R Lich, GRICEMORKE TRD SN VY Fe T 48 GRHE) oBERK
AWML THb. BEEBRHIRIL 1, RHEL 2, LID3IEKO Y FLIEDT, AOHH
EZNRUYFORHESE S kENYE -V ERL TIN5,

urea ¥ VEBEIKEIEICE 5 myosin light chain Dk Ereg — v, NELD AKEE

B, AbJ A8, BEARHOIET, Bitl+oBERAMER LI, BEARFEOL 33 AH
DL 3LABOBHEARLTVS, L IZAKXBEHE AL 7 ABFTRERY, BEER
HOL1IRBRHBRTHEAIALITABHOL 1 LEMOBEESRL T3,
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. EBHREES

Wilson EOEIILOTSRI V@
— VAR Y= ELOBBEICKENT —

BE Ed, BFARR

Wilson WROBERK SO THBENERLAONEERARBERETH 5. HIERDO <2 R )

—=VIOERICEBBY, BHOARRHEEC OV TREMOEEIHE (REXh, A
KEBEBER L o252, AU, RETHSTEL Wilson Kb REMBYNE EIhad, <=
A7) ==Y 7REMBULGACTRINI BB, REREOEEAHEL TS CEREELE
ZoNd, COERPOHLKTLEMNT, 2 FTRAE LY Wilson BEZHLUHMBO v 7
FARIVEEDHL, EOLAVEBHETEONG > EbBERBIVHPEPESLICLLS ERBA
72

HRBELUHE

BFEEE L RERBABNORSE, X0, TORBBENERE, $703, TO8E%L2b > TREDAIE
BBERZGRERNCAE LS he RBEOBRELARRE Lz, MBI, # 70— EDE
BAMEDEH T HREER 6 WAL OI5F ETORBERERAK,

27723 VORIERNNZ 72 =Ly PT I vAEARB LY A Ravin DFEICE -1,

R &
1) BFDteruo 73523 Vff ( Table 1)

Table 1. Ceruloplasmin levels in patients with
Wilson’s disease and their families

homo | parents sibs | control
0- 5mg/dl 48 0 0 0
6-10 6 1 0 0
11-15 3 2 3 1
16 - 20 2 10 8 2
21 - 1 36 52 187
Total 6Q 49 63 190

58



I et R

60BID 5B, 48H180% 125 mgll T, 6 #0513 6 ~10medl TH »7o EEH & A S11221mgAdl
PLEDFNTLIFITH » 70

2) RiEO v T 5 R VE

hetero & & &N AME4IFICIE 5mg/dl PITH73<, 86 ~9. 8medl DIEMEER L7z 1 Fldsdh-
72122 T llmg/Al BLETH 720 11~20mg/dl DIEBEER U DRI2HI THBLETH 120

B MICEEE 2 S N ARR63ANIIC DV Tz 10me/dl LT 372 <, 11~20me/dl DRI 1B T
Hotco BERAESA~ToTHL2AEERERNICISD2THD, BLEHOFADO~TODI B4
SO PCOBREOBBEEZTR LIEELOCNSL,

3) WEO a5 23 VE
190 Bl BV Tid10me/dl LIT 7L, 34116 %5511 ~20mg/dl DIEMTH » 720 T 4108 Wilson
BOA~NTOhEDIC DN TREHETEHIED -7,

4) 27 ) —=v 7D Cut-off level

1~3) OfEId &%, AODWFAZHRICRAZ ) —= v /205 9RICTRINIEZRE
DA EME Lico Wilson D~ AOHOHEE ICIIHIRE S 2 03, P8 IAK L ALRE
43 &, 5mgMdl % Cut-off level & LA, BHEOHEEEIN, BF LITHLIOLITDO~
Fog EnsaEkEE SN, 6 ~10mg/dl DFEETIE, FICEEFEDINS BT AFLA)
BEH N, ~Foo—BAORNOEED» SEFOHNEOREEMNEZ EEZ SNl L L,
ZOHERIONTAATHY, TRAR7 ) —=VYJEMAONZHEELEZ SNfze 11~15mgAl
DBE, HLOEHEEZRBLIZ2RIIB0FTAMLIEZTHD, —~F, BBHEEZ20AKCT ARLERD
E2 ERE I N,

z =

1) 22 ) —= v/ ONERE 24

2 2RA7 Y —=VISOEREE LT BREBRESTEOLOABVERT - 3ETENEELET
2.2 BEILITHOBDESERINTL 3, 3 —BRADPOEESLENSD, 4 R
EROZWMNIIERECTE 2, (5 KBOBREKZMETAAESEIL TS, BIZWERET
PHENHZ, Wilson BKONVTRINODEHFALTHRLTN 2O TRENAEBZRIEY 5
FeWT AR Y —=VSINAB T ENEENS, ’

2) 7Y —=viDhEEER
Wilson BOZMICII Lo 75 23 VEDRIESEET, »D, BRATHIY, BEDHAT
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bEDREICIZENSH S T EBRBRIN, YOBEE Cut-off level KB hEED T & BEH
FCRERTHL, FHOCOREDP S, LUK EbOMBETIES mgdl IKHTF0HBDEEA K H
TE5LTFRIN, 2, RBHRBEOLDTENEZEZ SN, 0mg/dl LITIREBL & ~Fasnn
BOBELEENED, TOHAGRIFTARIAUTTRRRZ Y —= Vv /OXEE L TE N &
Ao bo l1~1bmg/dl ZET &, FRKRVLEINIBEZERSSLUTTHIDRHL, SEICH
HEERAOND ETFHIN, 27 ) —=V S HEOMESKTH A I

FAERDO VT T2 VR—BCHIEVIEL, 3HTAEITRENSA SRS, LT,
FrAEROFEMEE RO BAICR, BFEEFHRBOMT Overlap 8K 210, 6 # 8 LIKEICIZ10
mgAdl LIFAZRT CLEIBFEREPAT o2 R EBERRINTVIZND T T D Overlapid & ¢
18550 —7%, Wilson RORBEES I, 2FTIRAVERRY, 4FLIETHY, BEELS 4
FTURITHNETHOEMAEERTE5, COLINERHFEEINE, KEDR 7 ) —= v /i3,
6 TA~3F FTCOANBRELZEDH T LD BERANTH A5,
BRERPORECERTNECLE, MICAKICR 7 ) —=V I/ BEINIEREOELRTH
Ho BTN AR Y ==V FONREBICILH T A LH42 b ORBTHENRICL VHETEX S
bOLLTH r—7 07 ) VIME, &AEIUE, SEOEM, ~T/ov vEEE, G6PDRXRIE, KE
BMESENEZSND, CNODH 5, RWEHOMAEHTHEONIE, DELTEDOV— b
KREEDLCEMUELEEL OND,

g B

Wilson WRRBERZHBSLE INAKEETHY, MPtro75 23 Y10mg/dl LT E LTINS
DEEZRAI )V —=V/HREEZOND, REDEHII6 #A~3FTHEE L1, 2ENICER
TEHEBEITL, MOV BRELEAOEL L EBYERINEEZ OGNS,

Table 2. Expected frequency of low cerulopasmin levels

frequency per 100,000

0—5mg 6 — 10 mg 11 —15mg 16 — 20 mg total
hetero <10 7.4 37.2 133 178
homo 1 0.13 0.06 0.04 1.23
other - - 526 1050 1570

suggested incidence of Homo  1.25/100,000
suggested incidence of Hetero  670/100,000
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RERKEET L2377 VYl3a 77V REKETL9BOBT LIV REROAENELONS
Lo TSOREDS AV REMENZWEENELT, TSIKBY 2357 YBOERK
DOFEETERT 27201, RP, BEMBDO A Fox:v o)y (Hyp) BBIU BER
ERMEF RO 7o) v (P) Bk D XBE Lo

WEBLUHE

RIZTERZHB L 4 CIKRE, SHLUANIKHYyp BIU 7 v T7F=vARE L M1 ~3
Fhne) YVEAEINITS4LOK, & K I LHEZARSLVERICE > TREHE LD
BEOEEHECH ) Hyp 2RIE Lo g7, BRERRZIDHMIETS 1 £ fibrosis B LU
ZORAD 3 7 —7 VELEHBRCLIAFESHREEDO 3 7 -7 YEPOHypZHE L7120 TS 4
£ D EE D adenoma sebaceum , D EADEE, KB D fibrosis BLUEFAL LD LHDE
Ex McCoy 5 a ik (M) THZEL, i Dalbecco D Modified Eagle 3:&# (D) &K%,
RMPESHAVIIFBREMEREOEL MY, EO8, Hyp RELOBREZBS L. Hyp
BIE 13Nk 4R % Bergman & DHEIEE Uiz, HEEREGHFMREIEE 757 2304 T
buffered neutral formalin THE® L, Gomori @ one step trichrome FETHEMEL 2o
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g1.P(7

£ B

TS ORBREICIIBHEDIEAE S &1 §HE £ 1REENH V, BED adenoma sebaceum , jRE B
I EDOREIIMRMHEIE L fibrosis & #D 1 D0TH B, CHSITEMENICHBEEHEHEE IR
T2, £ F-r Y THLLEIPORITRIEEINTOREY, TS TREEMUAD
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B % Tdh % N—acetyltransfer-
ase DABMDME#E I N, BEHOD
serotonin OHBEBVE 1LV,
TrpHE®SRE SN T ERT
ZEENEAONS,
MRERKBDZNABERODE
FATLIBELE LT, BRBEKOD
tyrosine KE{tEEFE (TH)
EHESHIIGEC, BicE,
)X L%bDE0 D Me Geer
SOB|EY LI LEBIASN
T3, WoD7F— 23, HIE
THOREWCAAREENTH
BpteridineBiBER 2 FEA LW
FETAEINI D TH 5,
AE, HEEROX S THEYR
DEVBETOREL S5 LD

Tyrosine Hydroxylase Activity
14C02 evolved ( pmol / pineal / min )

| =N

§
¥ i

t
0200 0600 1000 1400 1800 2200

Time

" _ ) 3. Fw PMAREEKICBD % tyrosine KL BEE
IWIK L7 ¥CO, b7 v 7tk DABES, BEE biopterin A82A (330
T, RROMEZ EEN35 6 uaM) Lcdb oz EBic (n=10), 65uM i
Lzt D% TEic (n=4) ;{7T.

7, 8—tetrahydrobiopterin %
AR UG CUBRNOFEREOEEH A DRLBRLILY, YXLZBRBMT LR TELEI -
7o (X 3),

2T, MBREONABOUKN ) R o2 ERABREBMEERE /I o< 7T 74 THRNE
A, WHOFRI0RKRSE, BHic A 1 BEGIKREEEZ RTBRAERL Sk, BRIEK
BUABNAEZAVENABREBOR - B ) XL CHET 28BBEBEOEH BB LN
T % & ,pteridine® availability, BB L2 THOEHE L, tHEHREHOTHER Sy X4
ki 55,

X @&
1) Shibuya, H., Toru, M. and Watanabe, S.: Brain Research, 138: 364, 1977.
2) Sitaram, B.R. and Lees, G.J.: J. Neurochem., 31; 1021 , 1978.
3) Deguchi, T.: J. Neurochem., 28: 667, 1977.
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4) McGeer, E.G. and McGeer, P.L.: Science, 153: 73, 1966.
5) Watanabe, S., Toru, M., Ichiyama, A. and Kataoka, T.: J. Neurochem., in press.

FHERRORRBF (Y EPHTR
ElO# BREKR  EHE= B EB

t b @ amphetamine (AMP) % %1 2 methamphetamine (MAP) #&#EhETIE, 2
WEHERORBEICE L CER L EicHd 2RZHERBROSRBICO I > TH 5N, BHSEKE
OERRESEB L OBENSEEIN TV S, COBRRRI, EHRCHTIMESELBNEVIBEA
POBHURAZEFEN T30, B TIEEAD dopamine (DA) FHE KL ZEBTEHIK
BLNTADONE, FMUBRERZIDAOK Y+ 7 AZEEREEN T2 EEL SN T 2 HFEMREA
OFIRBIC & » TR ©, RESS LLEYLDAODAFHEOBREICL > THERINEER
EWHH) C&o, BMADAfER=x— o VHE(BE LTV A LHEN SN S, KRB 5 »
FMCMAPARERS LA BEMBERROL LTV EKAT, MADAESHHE= 2 — 0 YOEI
fricks i) 5 tyrosine KBRLEEER (TH) OBREHHEOLMIC OV TR LD TH %,

F &

HetE Wistar %5 b (180~250 g) & methamphetamine hydrochloride & 4% 6mg
/kg/day #REHRE L1z, BBELCRAFSEOARNARKERY, 1B 1E—EKZA (FaIlL0
B~ 11HD) W AIRE Lz, —Ro#RS5 Tld, ¥RT8%24%E COMAP 2ng/kg & B 5 L1e
BB BRTHBRD oNBE, PMUSHERINLTOS LK Lc, THERRAIEL K
ATRTHEZERT » F TEMBERR AL 7

MAP 3 BRMRERS% 8B E, »5 3 UARMRERESH®E B HICHEAL, REK - PRIR
SRR (AR +BED + PRo—3) - BE - BRESEH - A8 ORBAL L D Ui, Mkl
BIRIBAICE > T3~TESET —v L, EBLY OFBICH > T THERENE L

# 72

1) MAP3EERS%SAEBREAREA—E LTTHEREAME L LT A, BEHETH
HWEB LI EALEBLLNED 5 03, BMUEER CRIBRCH LAERCHEALTE (PL
0.05), RABEOMEZ L7y P CTHOBERZHUEART L TADE, Vi BSPRIER
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BT HBRBEO%% (P<0.001), DA= -0 YORBEIET 2 B8 - HIHET +A 8 ©
BtBEOIY (P<0.05) BARLTWVAY, MEMEEKnREEAEELLED -7,

20 MAPIMBRE#Z5%650HOHNIBRIFEERTIE Viax DSERED2B% (P <0.01), T DFE
HMODA= 2~ ¥ ORIHKSHT 5 BN EET TR BEOBS (P < 0.001) A LTl 75,
Km 12 &b I B SR b 7 (1)

z =

PHHRRY, KEZS LeEYTd T ORBEDOBRA~OERAEDII V20, Akfic
A U1kt OB E SO TREATE L EZTINEBbN 3,

ALBOKR, FMURROE LTV EBATIOESPNIBREDA= »—o v THEK
BREEAICER LT3 &bt RIBERERTLTHB L, Viax BEXTEH, Kmic
BEAEBEIVCEDSTHERO FREIBEOFECL-TH L OIS TO 3 AEEE 15 5,

Klawans 5% @€y MCAMPAR BE#RE54 2L, DARARKEEEAT 2 E0bN D
apomorphine KX 2EEUNER T I L0, PMERRIIEY+F72DASEKDE
BREEBEE LTS EHE LI, LhL, CNETOECHADEIATET ZEEHFRLAE
SNTVAEY, AMOBEREZEBTNE, THEEHS LR L THY 72T DA BB E T - 7248
R, Y7 2AEBE~ODABHSMEER ML, LBD apomorphine i€ 3L TRt bk
LIcEBZ B LbTETHE, DABLOCHMIES BRI MBEEK X > TIERATADAKES
o sZHER ORKOBFE THB I LS,

Wk, DAFHIEC X2 EETHIE, BEARDODA= 21— 0 VR - TESECINTND L E
AoNTHY, FMURRICONTOEAENRE b BREEKETRIC LIz D LD, Segal &Y
(&, MR ORALIC 6 —hydroxy— dopamine 2FE A LTHRKRET 2 - AMP I X 2% RTEHZ
KU, FEMEIHERINEC L s ), TLEBELVRI S, PHUBLORALN
9 B Uk #E A O 1R EBAL DS MIARAI & TP IE A & s PRGORERIC $ 2 & & 7R Lz,

AMPHRHRPHEEAMUKFEIRA P L ARE-TULELEIBRT A5, AMPABUHESLES -
PTRAMPEDPO TR A VAR L TOREEHBEE L, 2080400 d03HE 25
By —F, AP UREBZLHYTIULNCTEERE CDAORBEESE £ 5 ¢ & 53 5
NTVE, CNODEREEZHbOEDH E, DNIBER TR O THEKOR A D, AMP
IR PR O RE OB R OEMIREICT G T 2 EMENERO—QEZ R LTV B AEEHSH 2,

M1 MAPUARMREHRSHGEBEIETSE T v MYRESBEOTHER

TBDZ 778 Lineweaver—Burk 7o » +3RLTH5B, MAPRESE (@-@ ) L3R
B (O—0) olBid, non—linear GaussETKMB LY Vaay EZNTNOAEE S LT
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T P FEE

* P <0.01 *x P« 0.001
g
T 20 2.01 2.0
2
S
o °
re
3~
el
UE "
8L
P
b °
LB
BE L0 1.0F 1.0F
i
o
<3
2 Vmax: HAP 2,43 MAP 1.63 MAP 1.28
) control 2.20 control 1,33 control 0.82
2
. . 2 L L s N ‘ L
= [ 0.2 0.3 0.1 9.2 0.3 0.1 5.2 0.3
K {Tyrosine] my
£
S
H 4 “F 4
H
3
H
3
2
c
- 2 2
3
H
2
<
H
v Km: HAP 96.7 HaP 7.2
3 control 87.7 control 66.1
H . L )
: Q 20 40 [ 20 40
= (Tyrasinel™! 3/
Striatum Mesolimbic area Vencral tegmentsl ares

%, REFKRTHDIC LEEE LT Cochran OZEEXZRAVWTIREE BT - 77,
Viax 20V TH, BRETRBLALENHONL» o128, INIBRTI B RED2 %,
ERIHER THRBEOBY LR LT, KmiB W THOHTTHIEEAEEL LD - 12,

X @
1) Antelman, S.M., Eichler, A.J., Black, C.A., Kooan, D.: Science, 207: 329, 1980.
2) Kaneno, S., Watanabe, S., Toru, M., Shimazono, Y.: Brain Res., 152: 396, 1978.
3) Klawans, H.L., Margoli‘n, D.I.: Arch. Gen. Psychiat., 32: 725, 1975.
4) Segal, D.S., Kelly, P.H., Koob, G., Roberts, D.C.S.: Catecholamines: Basic and Clinical Fronti-
ers vol. 2, Vsdin, kopin, Barchas, eds. Pergamon Press, New York, 1979, p. 1672.

5) EEHE=, FE®M, WL £{ZFE 47, 56, 1976
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Dopamine FHEICKZBRTHOXZEEHEIRR(CEBIT EHE
EIRE & il & AL BB

fER#EFDOENL 5 dopamine (DA) fEBHEE 7 - FeREREL, ¥WUBRROERERZ
BEITHLLbIC, EPREOREFWUHERRIC OV TR LT,

H &

HEHE Wistar %7 v bRV, #E5EEPR, 2URS TEHEBEZEOLTOERTE GEHRY
OFERTHIMRET, FM4LL) PECLIBEZRERSL, ¥R E L TRAETEDOEENREK
2RV, 1A1EEN (10—-11K) KEEARS L, BRERRE, | HoRS cERTH 2L
CRVWEOENEBEREL, BorUERTHSEC > 054, FMUERRBSERINIEHML
2o

RREIUEER
. 2EHRSICX 3 ERTEHORKH
SEODAFBEOEEANRSICL > TETIERTHORBEZ T LD TR IICGRLEL (1)

%1 : Dopamine fEBEOZUKREICL 2 ERTH

¥8amy XERLE yRTHOMBRMGY) gareosmE (8 EBIH0
£THE RO

{mg/kg)  (mg/kg)* / H R4 1488 / BB R 151488
ME THAMPHE TAMINE ] 6 25-30 1-2 60- 70 120-150 BOBBING
COCAINE 45 45 60 1-2 120-150 150-200 BOBBING
APOMORPHINE 1.2 2.5 10 5 30- 40 30- 40 Ghaning
NOMIFENSINE 15 30 10 23 180-200 180-200 e NG .
HETHYLPHENIDATE 100 100 10 — 120 — BOBEING

» AERSEBRICEV Ty FOKE 200250 g

*x RE#H 5 apomorphine, nomifensine OFERTE T
boxing behavior #SHHE U7z,

BE LS 100 B ERBITEI AR C 9 cocaine OFEEIZ, MROMED LD H LR DEN
T ED49 51, cocaine ok 2 EEFTENT, methamphetamine XV &FTHESL L, FIFE OE
BDED SIS 57, H15 DOF nomifensine i3, DADERVALAIET 2 LHEX

92



1 AFEHEE

nTH B3 BMOERTHEZE Ul

2. BH#Sic X A FERITEH O

ABODAFHE S 3-UABRKERS L, —EHERE Lo bi 1 RS TR ERTH%EE
CXBVEOEM AR S LT, i REFWHBRERICOVTHE N (F2). REHAW M
BROTHOHFHE LTRR2IERT IO, RUE LTREZRSLEEPOTHBL LB T &
TH bo

% 2 : Dopamine fF#hZEic X 2R « FEPRERSR

R o % A F W
Srommay  mmEe) M) BRS R T ) maei ) TORE FREE

MAP (bma/xg) 15 309 MAP (2 ) 2 120 BOBBING 5
14 ug AP0 ( 0.5) 10 50 BOBBING 5
3 70 NOM (5 ) 15 90 BOBBING 5
7 274 €oc 20 ) 30 50 BOBBING 5
APO (2,5m9/kg) 14 73 APO ( 0.5) 2 40 BOXING BEHAVIOR
14 73 MAP (2 ) — REARING 3
14 98 HOM (5 ) 20 80 BOXING BEHAVIOR
14 98 e (2 ) 20 80 BOXING BEHAVIOR
RO (30mg/xq) 3 75 NOM ¢ 5 ) 3 100 BOBBING 5
8 75 MAP €2 ) 1- 2 100 BOBBING 5
8 100 APO ( 0.5) 10 45 BOBBING . GNAWING 3
8 100 e (2 ) 4 80 BOBBING 5
COC (45=29/xq) 14 15 €0C (20 > 1- 2 60 BOBBING 4
14 25 MAP (2 ) 15 65 BOBBING 4
MA P —methamphetamine * RERSEBRICRANLS v FOE
A P O— apomorphine E :180—250¢g
N OM-— nomifensine o EEEBRICRAVT Y MI 1 —

CO C~ cocaine 10T, {K=E : 250—500¢g

RULREHOFRTHOEZRR, BEZOL ZDEYDIEATEIDA=2a—0 VOEEZRKRL T
BEEZ NG, BRI DAGHEIC X - T, REBSL-EHOTHBEESRRT S L3,
HEDAFBEORERSICL - T, ThENOENCEHNTERTEHOEMBRENTEEC &
EEKRLTVZ, COWRICE, TRThORYORRYHSEE LT 2 THEESSD, AT 5
DA=2—nv, 350RAYF TREOBNERTENEZL N, FHICHE L EZHE T
WREEFERT Z2DTHA D,
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X
1) AN, ERE=, SRRk, BES @ #R¥, 18:36 1979
2) Fog, R.: Psychopharmacologia (Berl.), 14: 299, 1969.
3) Hunt, P., Raynaud, J.P., Leven, M. and Schact, U.: Biochem. Pharmacol., 28: 2011, 1979,

EEtREEAEEREIOT M ST —ICLBHADOPAC, HVADHEEESEE
BEETF  (IEs—  FN B EBERk B EB

HENSEBD D dopamine (DA) BLUZ20ERRBEMTH % homovanillic acid (HV
A), 8 4—dihydroxy—phenylacetic acid (DOPAC) DRIE, ik, #kEk, GC—MS,
FUFLYHFALT y 24 RETHbATE, LL, ChoRBFERIGYEE-7D, B~
RIS ETOE DT 2 EMBREALELT L LVIRAEZ LD, £ THOLONR,
ERBERINERRGEBEBA-GERK/ w77 72, BRCHEEESRE L3N
TWAHVAZRLKC, EBELZRE LIcOTHRET 5,

RBAHE

E@E#iE s o< 2757 (HPLC) L—2000 BicERBRAB B VMD—101 A AE Y
WA HILEABHEAF VYRBLUVIVEFRE LRI VAY VAT L (Faa) 2RV, K1
KRT LB 7 0= bRET, 00BRIC 14 Y I VERIETE 2591 Uiz, BEBRERNIC
BERVY7THRA LT

Wistar ZREEHEZ » b ((AE 230—-270g) 2B L, X bIKRE DML, NERKIE OCLT
RO RN THE Ul MK, AKX, BEBI|MERY, chiuc 001 N
perchloric acid 100 gl , AEEHESHE & LT p—hydroxyphenylacetic acid (PHPA) 104l
%7, sonication U718, Z Y27 EFEMIc10ul &0, 6500 xg 4°C TI54 @04 8 L,
E#&it n—heptane 10041 ZMMARRESES L7:#% ethyl acetate 100x1 ZmZ , 304RIRED
L7co Ethyl acetate EZ80ul LOERN A TERIE, REMEBBHEA0 1l iFEHL, 10
—20pl Lo THPLCIEAL
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1 Froeii R

A BB (DOPAC PHPA HVA) *longZH A LABRO2u~<} 75 4
171 ; | K |11 0o .“é%,.,. AR
! AN IR YE ; 1 B1S 52480
! HTH AT T777] 960 104960V
Al I i 1255 127991V
T —t : HVAT™ 711865 69385
AT ENT e b opHPA L 1135fa‘37
| I e - — 9(2 P AC ];:
A Sl S TRy (P N RN N M A I KN
[T YRR T YU RN TS LRYNY TEUE AR ANUUN FOy (RN RN I
B 57 REGKBEBO2Ia<} 5 A -
1 RT AR 3
' | L L 6050 U
; | [N T 1] 909 48555V
| ! AN THIEEE) 9735V
i ! I T Thioa 4071:1
AT ' T L paia 11285
Tt L1 HYA——Th 439 ztzovj
e 7 e e 29718
| : <s‘—rP:HPf‘| HH lojo;ﬁ“ . k057867
1 b N R SRS TN N A TR T TS
Py F T ] ] TR ot et
I A s R I T N Iy

RT ®HHEHM /1005 BAT)

BERMTORETTD/Ao
Moblle phase
alcohol,
Flow rate : 0.8 ml/min
Pressure : 70 kg/cm
Sensitivity 1 A; 32 nA
Detctor potential : +0.8

1

RBRRRBIUEE

AR ¥—208E{w)

pH 6.0

B; 16 nA
V vs. Ag/AgCl

:+ 0.05M phosphate buffer containing 6% methyl

DOPAC, HVA® /7 u=t 73 L4

1) fZ#edh#g - DOPAC, PHPA, HVAURN2 K R METEBEN -7 COZFEICHL
T, DOPAC, HVA L PHPAOMICI REBHELEH D, RERIC—IVOEI0LTHESRD L

N5 EBbro T,

2) sy@E#e :DOPAC, HVA LIt
DDA XU noradrenarine (NA)
DRBEH DO — 7 ARE LR,
vanillylmandelic acid (VMA), 3—
methoxytyramine (3MT), norme-
tanephrine (NMN), 3—methoxy,
4—hydroxyphenylglycol (MHP G)
O¥—2s DOPAC, PHPA, HVA
TNENOE— 7 LEE SN Ebib
Pt

3) BHE ALK BHED pH

prak helght

PHPA

(x 10%u¥) 2 oopac
100 i ’
®
2 Tuva
®
. E
e a
®
&
id ‘
,/i HHMY R 0. 89 TH DL
s
e
- 10 100 190 % pmot )
M2 HPLCitks DOPAC, HVAEHEHR
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DBEDLLEBEHER (RT) BEAL, pH AR ERERZBETLL, L L, HVAIEL
T3 pH BENEE D EPER LR WEY, BHEOPHA60E T LT TRIE L 1.

4) [ : Ethyl ether fith? n—butanol—heptane Mt * 72 &gk, ethyl acetate
M Z 2EREIFTCNTED (50—60%), FThTios) THMETLIEIDG, EZART
IR IR/ G EERE, EMREBESICED 51,

5) Do DOPAC, HVAEEOHIE

a) H&4EDO DOPAC, HVAEREORKF KL 288

BREATEDH LBRGE 45 AMEEICHB LD bICHMBEET - kB EMBET0C
UTKR B> T, DOPAC, HVABEOELERBER, BECEELEZI LD
o (ERl-ads

b) Haloperidol 2##H5DDOPA
%1 BEBIUHEB#KRHO DOPAC,

C., HVARE~DEE HVABICHY 288
Haloperidol E%ﬁﬁ% 1 mg/kg , ;dpﬁ * HEBHODOPAC HVAORRICE 200 ’
BICR AN BERARE, TA%ICHE o e |
BERE L, 2 B MsIcH B L& B 50t e e e
sgm;:f&;&'ts;‘mioc: [N snsmill
B35 DOPAC, HVA BEEAHEL
b) Haloperidol R 41 5+ & DOPAC, HVA RR~0E @
7o #RIIE 1-b IKRT X5 haro- . S, ) L o m 717- o
peridolc %t % MO I2 2 Hefti ) f““.“‘7*%;'3@7”““1%4”34mw“
Westerink 59 jc k% & L RO ""'""‘ .n-lnp.x(ao;:bujz l':°. 0001 ; LS 7:1‘ 0.0001 { 220.9
""""" P 0 e | aLs | Mt 20 0.0001 ! 2.6
rﬂbié\ l’gnf\:o 7“""""""vn.|np"m.,1‘n.q . b.a; s :.s! - | - )
6) H P L C @JJ‘L\'{FH al::::;- 7"-1091“001”“»‘ : y:o‘ ae k 1516 ‘ “_77‘ 2 0.005 7.2 ‘

BE#EOEE, Paired Ion Chro-
matography HE D&, methyl alcohol D&, pH B EARBRT A LRI DRB L IVWHE
PRTEZDEODEMIRZCENTE, CHEFMAL indolamine ZFORE T > T 50 X,
Anton & Sayer V" 07 v FEAMBLL, MBEBLF lng, TV F 5ng, BHEAE 60
EVOEBTTDABLIUNABRAIETS 2,

Haloperidol % &t} vehicle 3 KBRS & b5 521 12,

X &
1) AH. Anton & D.F. Sayer: Journal of Pharmacology, 138: 29, 1962.
2) H. Corrodi & B. Werdinius: Acta Chemica Scandinavica, 19: 1854, 1965.
3) F. Hefti: Life Sciences, 25: 779, 1979.
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4) S. Sasa & C.L. Blank: Analytica Chimica Acta, 104: 29, 1979.
5) B.H. Westerink & J. Korf: European Journal of Pharmacology, 38: 281, 1976.

BRXLH, @i, BREOMEEENE Y XL

filghi— REETF & BEP

bhbhid, EREEOREBRFEEE(LENICKRET 27-0ic, 7 serotonin (5 HT) &)
= o—0 Y Th DM, noradrenaline (NA) fEEE= .~ o0 Y THEEHEK, BLUWT -
HETRREBEEDIEBER) X LDR-24 —H— L ENTVAREX EZETOS5HT, N
ABOBREHENE L7,

B &

Wistar FHEPES » 2L DAKT (7:00—19: 00 UMY, ME 150 1x) <3 BRILLEGE L,
B0 5 ABFRI C S ICWTEA U TN A U U, B0 - Erhiinly, BR, XX ki, Pa
lkovitz ¥ DHEI L0, 250 um OBEEEMGIFE 2 SAK 0. 5m D4 TTYF L, SYFL
TR 2RO -, NALSHTOEBREBAR BB OX0ERRK, o<t 25 7 4

— X - TTE ﬁf\’.cza)

#® 2 ®1

B - EHR R TE, Wb b HTOBEEREHR & ohlld -85, PPHAK BEER
THEAITR SN, HBUTONABEEBEH LRI, Fi, BHEONA, 5HT &
bHERLBEBEIR O D -7, UL, XX EEONAKBEL TR, BRMLcEELLEA
RNEH BEL St

=

BIEEEICEL T, 5K - #REZOMBREHNENT 5 LV 3 ABEHNAREIBS W, £
DR, EAFNRECEL TRRESDE L, SEODNDONORAIE TIE, BR% - #RKTS
HT, NACHDERBBAEHERI U1 Lol, ROBSESHCELTE, MELLE
B discharge B ERT2EVIMEBE L, amine BOL B & HEMIEOTE % BEHICH
B2 ERTGITHLL, GULARBEDCARBREROZ(LEED amine RFOELZE
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BHTOILENHLEB/bDNDL, —F, RN EETAHONLNADERL, COBHOBESES)
PIHEDOHRELETH L EOTREINTVSDTY MEEEEYREE LTE { & DS N
A, HER VX LORBICMObOBEALTVD T ENES N5,

20F REXEBONADBARES

FHEDONAOOALE

p<0.0001

10 va 22
p<0.01

10 vs 18

BRHEMEO 5 HTORRER

207

p<0.001
14 vs 18

X1 Bk, Bk, HRX O monocamine © A NEH

X
1) Palkovitz, M.: Brain Res., 59: 449, 1973.
2) RES A HEE
3) Inouye, S.T.and Kawamura, H.: Proc. Natl. Acad. Sci. USA, 76: 5962, 1979.

AbLREFET Y bOTERK f~ E ndorphin OEE)
a2 ah EHH

Morphine ®AEBEIER%ZHF ST 44 F f—endorphin (F—lipotropin 61—91) I B Ti1 48
BRF 88 « PiRER « K EicHRE (AR T 2 8 TERCEAMICE LY &b hEE
2, REHARTHY, MREICRBEALHEE ULV & SABRBENCSBRINT S,
B —Endorphin DEHIBESPEKN TOBRENE EICD0 T RIBEAHE DD, BUOLIEIER D
7y FNZEA~OHBRETHS b=— %22 L, BESHMTTEABLCLED B —endorphin
BEMULTHWAZ Emon T 52 f—Endorphin & ACTHR#tic FEAEDREC £ 8 0
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HEME P OIEONS LHEIN, POTEROR-MRPICHKET 5, T, R PV REFLE
5., bOMmES f—endorphin EACTHRFEMIC OB GETL LT I BEY, HE
OBEZERBRINT V2, 4H, 7 v ticEl - Bl A V2% R L TFEK f—endorphin @
EHEBRE L.

£8F*&

Wistar R#EEE 7 v b ((KE 200—-250g) =6EH, BHEBES R P LR & LT Skinner %AW
SMABMHDT7 v +¥ 3 w7 2 I5HEIC I MOHEET 258, 548, 10408, 30452, =
PLURBE®RS B VISR P U AEHER LSREOKREES L BBTEL, TEREZROE L1,
EHERA P RE LT LAMASH MOBSHIBEAKOHEE CEE —ERZIC 1B, 78/
Kbl »THZ, RROMBOUBBRICKHEA LI, BERAPLZXFy PR 17 —ViC1 K D%
BREOICMOF v b ERH LARETIBRAAET Lo MR ELT1I 7y — YR EEANTHBELL
Sy FEER LU, TEEII 2NEFBT TI54EER® endorphin 2, BEESRER 5 V44
&£/ T 44T f—endorphin Z#IFE L1cd

HELSLUBE

SR 7 v PO TFEE f—endorphin & 285.9 + 10. 0 pmoles /mg protein, 398.9 +44.9pmoles/
a pituitary (n=4) T -7, BEHEEZ A P L2ATS v FOBMEAERH 7V D F — enrphin
2 24M, 5HMOBIRR B TOPEINT 2ERBH - 238, 104 M ORE T DHE3HIC
AERICHEDS LKL (P<00005), 30HM ORI B THRAEICET L, 302 MRI#HK L5 MKHO
*hE%5 X 5 & F— endorphin VNVBEEOHEIR & 7088, BENBOM4%BEFRICET
LTk (P<0.005), BHESX MV2EAMFLLS v POTFTEK Ff—~endorphin B2 MR
LOMWCEDE D -, 4:BHEORHEH 5 v PO TEEK f—endorphin BRERXNYE 5 » PDBHBT
HY, 5 BOBBRTHERICEL LTz (n=16),

TEEILILDED enkephalin, XKEOACTHMAE TN S8, HH L-HIMEZ methionine
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5. ERHRBSE

Cytosine arabinoside ##5(C&BH/NHEE DERIIBIR
— BRI SNREDRBEICDNT

ELEFH, FA M, HER A KRB

#HIC L B NNEE E F L EPO KRR EDO—D L LT, HHAKITH S cytosine arabino-
cide AT~y RCHRE LT, 20BKBOBELMORNEZNRREE 1T -0

5 ik

ICR— suckling mouse 9PL% 3 T4V}, cytosine arabinoside % I B (3PL) ICi3AE 1
kgd7- 0 50mg, T (3L Wid{AE 1 kedbc30mg, ME (3L iICFEHAKKE, 2hTh
£®E2H, 38, 4BBWRRE FiChS L, S5BEEFIY, MIKEREZEEL & sacri-
fice L, MZHHL, s <) YEE /771 vEEEK, HEEREFRL

® R

1) BRGOEE

wIBTIE, BUSE, AERNEMOBICENTS >, 2BS» SEHAH L RESRIE
Utco ZORERIBESETHEL, ThIUBBESEITRAETH >,

HANRTHE, TUAEBNBEABETH -1, AEEMIFNHELIDPLPE - /oo EBHLHA
PRI ED D -7, BEHBRABOELEANZ 00D EDL 50

BEELLP, SBYTTERELL,

2) BRERR

WOBRZETIR/IMMICOAERRLEERD 2, BRMICE, MoK IIBIBETIHSIC
MNEL, BIBETEOTHIONIOFTRES),

KEEIC L 2 RBEORKSR, BIH (K1) T, ONMUNEDEBLHES, -7, 2T ECHLE
DIEHHEL, QENMIBOKOREL, @71 F v HEOEINNENTE Y, BFICL > TR 25
~EHICET - Tz Eho, ERLEBELLS LY Tz Rn:, @F v v THEIRPEL
MROMBEE (~Fo =), ONMENMIBOEE, REORRERK,.

CHLDBEN LRBL O RRFICBIL L, RED > 5T H & < ianterior lobelCHE TH 7.

HIRTIE, BIREARORRERTOanterior lobe ICDARDIH, REDEREZIRE 1E
KOBRETH - 7o NNEOHOEA T, BHBIROKHE MBI EANTRPLV LB EESE
DI - 1o
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X1 : 5:8%ICR mouse /MM, ZKiZ cytosine arabinoside 50mg /A E kg 56, AR R
B & N2 BRI ED, P4 v THIBOE BHES], ABEKEBOERRE D2, HE 2u4
600 X,

' =

AR TOREERMI/NICRENTE Y, THIRDNA polymerase %4 2/ER4A2 4
cytosine arabinoside A2 A ~Y AICHERNT I LR LT, TOHPO/NMNEOREEBIRNIC
BEESFLCEiCLDEEDNS,

BIBHTRNMCERREERD 0, TORERRITICH, 2055 T & IC anterior
lobelTslidp > 7c s, BIB TS HEBD anterior lobe iR - THELZ WD 7T SITEMF ZFREL
EZoNB,
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mwiﬁ%&5i1~ayrvwzf&5mernmme@mermmwfm,E%&<
m%@ammm-mmwﬁmr%ﬁ%ﬁ@ﬁ&ﬁwL%%wﬁ%énrwaoitRmmghhme
Nagoya DT noradrenalin PR AR A A ETKR U Adachi & OBREETH /MY anterior
lobell BEIHRNVENLERB DL EDLETH B, HAITEBEMNIT 3 acetyl —pyridine Z 5L /-
5.5 FO/NICBINT, 3D RIEOD anterior lobe iCHWKEEFDTH YD, TOBUBE~L D
AABERIC L > TEEIhPT L AEESE L oW 2,

A%, BRERORBREEXHNOBREE S OBRKE LI UREREZNEL, & OCUREEA, &0
BE EIDNT, EHERREEDLD2HVTH b,

X Bk
D MLEF, KFEAMA : Rolling Mouse Nagoya O/NY. &FFES, 31:233, 1976
2) Adachi, K., Sobue, 1., et al.: Changes in the cerebellar noradrenalin nerve terminals of the
neurological murine mutant rolling mouse nagoya: A histofluorescence analysis. IRCS Med.

Sci., Anat . Human Biol, Neurobiol. & Neurophysiol., 3: 329, 1975,

3) Shimada, M., et al.: Cytarabine and its effect on cerebellum of suckling mouse. Arch. Neurol.,

32: 555, 1975.

i NRKEEET LB DER
3 acetyl- pyridine E5(CXKZERNHR

FA M, LB, RE—H

=3 F VB antagonist Td % 3— acetyl — pyridine O RERIHR HIC & » THEMIROHES

N3 EMBMmBNT N2, L LIEROERBEIVThEUERTHY, MBEMROERED
EBCLEDE—FOWEA B BEEROBER TV, AEbhDNE, NEESEF L BY
eSO B TEME 5% 3 AEOBEETEY, TOREHRRIC OV TR L7,

HEENR
&2 Wister %5 v hDIPC (5, 250—300¢) 2Ly, 3— acetyl— pyridine % 50 mg,” kg
FOMERER~ one shot 5L, 0% 3 » AMEREBE L, #52 - 3 BB XY hypokine-
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sia, KRFESTEOERMSHEL, BRI > TEROBVAEFOAND - MN0EEELDE
REIEE Lo 728 9L 6 ILIZfZ%, TR, @8FHBICTI A ANRKHT L, B5%3 1A
DFA T, nembutal BB FICHT 10% formalin i€ THEFBEE L, paraffin S EEME %
fER L, H-E RAEETROLLEME FTEE LK,

#® 7

MBEHROZ R, /MY purkinje I A S, BHER, HEK T SRS =
MHBERE, T4) -7RICbRD LN, S D case KX ->TRCOBMESE, BHEMEY
KO EMNH Shtc, /NN purkinje #IRIZ EC AEC AICER, MREOES, FHE/LLZED
FiRa o1, MRHSEA L, purkinje IlEO % L2 BAL T3 glia MBI O 8 £ 53385 St
TNONBHREDORES (), (), H), HoO 5 EBBICHEE LML, £ 1KORLU Ko /MK purkinie
LA O AU T OMBEMROE R, MRICH LK ZORERREL - 28, K1 KRT XD,
MREMROERED AL S Fnewonophagia EELNUAFHRAL Thics SR 3,

%1  Pathology of Purkinje cells

decrease : irregularity of .
in number atrophy cell’s outline astrocytosis
v h v h A h v h
case 1 ++ + + +++ + + + +
case 2 + * ++ + * . + +
case 3 ++ + + ++ + + + +

v HE b EERE
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M—1 =X#HREREHK, HRMROZERE neuronophagia 238w 5, H—E 4u4fa, X 400,

Bl—2 /M. purkinje HIFROZERE E B, BEBA TIE glia AlSEML TS,
HE g, X 200
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£ =
3 —acetyl — pyridine & & 3 XHEAEHOIERIC DT, Hicks? Desclin? S0BMEND 5,

SERVTNL TR Y —TRIKFENH L EERELTED, Hicks RCOFRABEHELETFOERE
ThdEREHIT T B,

BRAITE, TA) - HICbHEAROEBHAD Oy, BEAERERH ZIOVES LT
1p-tze THICX L, /NN purkinje MRBZIC, BRE, FHE, REORWEHE(ILZEDRAENA SN,
[ ERALIT glia MR D BINA RO RIS T NEC L EEZ 3, ChoORER—HTRIL,
BB DD, astrocytosis L E D RIZEIRTL D & BRPICEMTH 5720 (K—2)

ASEOEEETIE, 3 - acetyl —pyridine 5% 2 —3 ALV RAERERFEILEENTE
B, BRHCHEL, TRSOEREEL, 1 # AURIKECT 2890 ED -7, UL, TD1 A A
T, RBERBBRACELTI00, BEORELBELCDET OO, #5%2—3 BEOE
RBEDFEESHOTHSOONE, BERIZIITLITH -7z, CHODEROLEE & F R
ROERLEBEDIIICEEL TV O SBRETNKELEL 5N 5,

HHEZTO LTS, 3—acetyl —pridine R 5B RMANICBEETE > ERRBEINTE LT,
RO RBREOPICI/NY, purkinje IROEHRED SR TV,

SEVNBIC A D 12 A0S, BIRBEEORED E S HIRIAOR AR TH 525, BY~D3-
acetyl —pyridine 8 510 & - TEBHWE W MNMEMEORE = F VAR TS 3 A/l SR IN
DIT, 4%, AFRTCRLUCERBRHROEMORBICOOTREENAZCENEELRET
HbHEBbhB,

L o

Wister&R 5 » b 9 PLicxt L50mg, kg @ 3 —acetyl —pyridine % one shot I THEENESEL,
3HAMRBEEE L, 2FICKFEREZR DD, £0H5 6 AIIRBEERICHT L, &
& LIS 3B RMBRRIC DWW TELY A 5 fEB L LEARIC R T INA 12,

MM O M, /MY purkinje HIFRICKE &, € OMBRMBER, BREK T, BEREARE =
XMBEHZILEICERD Sl

X |
1) Hicks, S.P.: Acute lesions in the hypothalamus, peripheral ganglia, and adrenal medulla,
caused by 3-acetyl-pyridine and prevented by Nicotinamide. Am. J. Path., 31: 189, 1955,
2) Desclin, J.C. and Escubi, J.: Effects of 3-acetyl-pyridine on the central nervous system of the

rat, as demonstrated by silver methods. Brain Res. 77: 349, 1974,
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Rolling Mouse Nagoya DKAEIEEME
AR B, ZE—th

Rolling Mouse Nagoya (RMN) B#HERIKRFEET 1YL LT, $/8L3 TRH 8%
OERICEDTH 2 Lo SRBERICHT 2 TRHO/EABREABAT Z2FENLD & LTERR
T3, LPLEDERETSHRBT I ICEIREZNEBEIAS LT, ELENICS cat-
echolamine ROBREEZIEHTIRMELNCRE, HicHoMBREEVPERICET MR IHMoNT
WS, AEbhbNE RS ) —= VY7 OEKRT, FRBEROEZILT, RENTHRZEYE
NOLZOERERE LTHESHT I /B, substance P (SP) & choline acetyltransferase (CA
T), glutamic acid decarboxylase ( GAD), tyrosine hydroxylase ( TH) O&BEEREMLHI
FELTHT,

% &

Y 4BS (7TI/BOANES) ORMN s t#D~F 0 LEEOD littermate i am 10
B~12B DRIICHTEAL, BMOPICH - F8EEE DB L dry ice ETHE L, ~7T 0 L IEEDER
BEE OO EEYIC XD esterase — 1 @ isozyme pattern i X »72, ~30°CO F CHEAESE
WEEE, KRS, B, /DMK PR, BFKRHER T, BRMK REREEUOR L, FHRIEB L
UEBEABE R, oBPAOERIIGlowinski & lversenic X -7z, T I/ BOH - 6%8@
BHRBTHL, BAEFILC-10D 87 1/ BAFEEE R, SP: 2NEFRTHELE, Po
well OFBHEICHE > T RIATHEL . CATEM : FonnumDHFHRICE -7ce G ADEH:
Albers & Brady @ CO; &RHEIC & »72, THEM : Hendry & Iversen MK 20 XD cofa-

ctor {3 6—methy1tetrahydropterin 2R 7,

w R

WAEEET I/ BE . ST EEORERFICADAEARETH -7 I /BIIEEH B, C
DD EMREENEOARELBNEEZ SN TS S5 EIER 1 IK/RT, taurine [ WLLE
TEBHICTETEHBOERTH 2 BEEICGELZDOR/NEDATH -7z, glycine dFEIBRIT K E
DMNETHEICHETH D CABALARTR TV HEHEOCHATS - foo L E SHRBIC glutama-
te @k EMEBOEATH D, NRTEFDLICHD LEETH 7o SP(FR2) ! MEAKT
FEFERD 160BICHEML TWze CATHEM (3D BEKTHERVF~T BRBIEED 6T %
KD LT0ke GADER (R4) I BEETHERP~T ORI FEEOTTIBLE T4 ICHEDLTH
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fzo THEH (k5)

RS, /MM, RER+HRETETH - 72

¥ & 0

RMN O/NM TR &7z glutamate DEME,

DAMHRKE LA TN TOBATHEIEEERL 28

BitELOR

taurine & glycine D&, GABA @ &1 18 A3

McBride & % D3BEIC$R 4 L 72 weaver ® Mikoshiba 5% #4 L 4 reeler O/MNNicHB 0 225

Bt &S LTH Y, staggerer, nervous & & EARNICLLI TN S (F6),
DIEEME L L THEIRENTOEI 255 RMNVNMICES % glutamate

BN AREOBSICIET 3 b0 EBhbn b, MEKIKEDT S CAT, GAD,
RBEBRBEICRFTET 30, ABYOERKEERABROBZNBES L T3 JglELEZI NS,

glutamate 3K AT
OIEMEIZFER S S|REL

SPOEILDOESE

&1 Free Amino Acid Contents in Brain Regions of Rolling Mouse Nagoya
(rolfrol), Heterozygote (+/rol Jand Normal Littermate (+/+)

Region

Lumbar Cord

Cervical Cord

Medulla

Pons

Cerebellum

Midbrain

Thalamus +
Hypothalamus

Striatum

Frontal Cortex

Animal

rolfrol
+rol
+/ +

rol/rol
+frol
+/+

rol/rol
+/rol
+/+

rolfrol
+/rol
+/+

rol/rol
+/rol
+/+

rolfrol
+/rol
+/+

rolfrol
+/rol
+/+

rolfrol
+/rol
+/+

rolfrol
+/rol
+/+

Taurine

3.83:0.12
383+0.15
4.10 £0.40

4.01 £ 0.09
4.17 £ 0.46
3.62 +0.20

4.41 +0.05
4.42:0.14
3.89 +0.24

449:0.12
4.45+0.18
4.07 £0.30

11,77 £ 0.61**
10.05 £ 1.00
9.44 £ 0.61

5.37+0.18
5.30 £ 0.15
4.84 £0.31

7.30 £ 0.31
6.73 £0.57
6.36 £ 0.60

18.17 £ 1.57
16.32 £1.31
16.30 + 1.78

14.56 £1.98
12.26 £ 0.97
13.88 £+ 0.88

Aspartate

2.53+0.12
290 +0.31
2.81 £0.23

246 +0.17
2.75 £ 0.08
2.54 £0.23

3.11 +0.13
3.52+0.17
3.29 £ 0.19

3.20 £ 0.11
3.50 £0.24
310:0.23

243 +0.06
2.97 £0.26
2.73 £0.27

3.13+0.08
3.30 £+ 0.08
3.09 £ 0.24

2.61 £0.10
2.76 £+ 0.28
2.67 £0.19

2.12+0.15
257 £0.14
2.02+0.16

2.93 £ 0.05
3.26 £ 0.26
3.08+0.20

Glutamate

4.26 £ 0.15
4.23 +0.41
4.50+0.21

4.19 + 0.06
4.18 £ 0.32
4.22 £ 0.21

5.43 £ 0.09
5.8920.14
558+0.17

5.84 £0.12
6.87 +1.01
5.89+0.16

8.06 + 0.12%%
9.07 £ 1.16
9.33 £0.20

6.25+0.29
6.39 +0.53
647 +0.22

7.92+£0.18
7.97 £ 1.08
8.31 2£0.22

7.74 £ 0.34
8.42+0.96
7.3220.20

10.88 + 0.75
10.66 £ 1.51
12.01 £ 0.46

Glycine

4.34 £ 0.27
4.19 2 0.33
4.23+£0.14

3.92+0.10
3.70 £ 0.23
3.75+0.13

4.06 + 6.07
4.01+0.21
3.90£0.13

295+ 0.16
2.94 £0.19
2.65x0.15

0.74 + 0.03%*
0.80 £ 0.15
0.56 £ 0.04

1.33 £ 0.06
1.32£0.11
1.32 £ 0.01

0.82 + 0.04
0.85 +0.07
0.82 +0.07

0.49 £ 0.04
0.48 £ 0.06
0.53 +0.03

0.48+0.03
0.45 £ 0.03
0.42 £0.03

GABA

0.66 £ 0.05
0.71 £ 0.06
0.63 + 0.05

0.54 + 0.05
0.61 £0.06
0.50 + 0.04

1.13 £0.09
1.2220.12
0.99 + 0.03

1.32£0.15
1.45 £0.16
1.15 £ 0.06

1.27 £+ 0.09*
1.29 2 0.09
1.03 + 0.07

3.47:0.38
3.55£0.21
3.3620.13

295 +0.22
2,77 £0.38
2.60 + 0.07

2.40 £0.30
2.25 £ 0.39
1.93 £0.13

1.56 +0.21
1.89 £ 0.58
1.18 £ 0.05

*;0.05 <P <0.1,**;0.02 <P <0.05,£*;0.01 <P <0.02, ¥%, 0001 < P < 0.002 compared to normal.

Values expressed as nmoles/mg wet weight are the mean + S.E.M. of 4 animals.
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3 2. Regional Distribution of Substance P in the Brain of Rolling Mouse Nagoya
(rol/rol), Heterozygote (+/rol) and Normal Littermate (+/+)

Animal Rolling Heterozygote Normal
Region Mouse (rol/rol) (+/rol) (+/+)
Spinal Cord 1.86 £0.27 2.18%£0.35 2271038
Medulla 1.29+0.17 1.15+0.09 1.52+0.10
Pons 207+048 1.34+0.16 1.33+£0.08
Cerebellum 0.15+0.04 0.14 £0.06 0.12+0.03
Midbrain 207061 1.45+040 226+0.19
Thalamus + Hypothalamus 1.63+0.34 1.85+£0.54 1.95+0.22
Striatum 1.26 £ 0.07* 0.79£0.15 0.78£0.22
Frontal Cortex 0.132£0.045 0.074 £0.016 0.083 £0.012

*;0.005 <P <0.01 compared to normal and 0.02 < P < 0.05 compared to heterozygote. Values
expressed as ng/mg protein are the men + S.E.M. of 5 animals.

72 3. Regional Distribution of Choline Acetyltransferase
Activity in the Brain of Rolling Mouse Nagoya (rol/rol),
Heterozygote (+/rol) and Normal Littermate (+/+)

Animal Rolling Heterozygote Normal
Region Mouse (rolfrol) (+/rol) +/+)
Lumar Cord 31.1%£51 347+3.8 29.1%2.1
Cervical Cord 25615 26019 26119
Medulla 24219 222+20 206+1.9
Pons 285+ 1.6 245+26 247+0.9
Cerebellum 57+05 53+%0.6 46+03
Midbrain 20.5+0.9 20.8£0.8 21215
Thalamus + Hypothalamus 17.2+0.5 16.3+0.9 16909
Striatum 359+£3.0% 343 +44* 53.7%6.2
Frontal Cortex 174 +1.4% 20905 22015

*,0.02 <P < 0.05 compared to normal. Values expressed as n moles acetylcholine/mg protein/
hour are the mean + S.E.M. of 5 animals.

& 4. Regional Distribution of Glutamic Acid Decarboxylase Activity in the Brain
of Rolling Mouse Nagoya (rol/rol), Heterozygote (+/rol) and Normal Littermate (+/+)

Animal Rolling Heterozygote Normal
Region Mouse (rol/rol) (+/rol) /)

Spinal Cord 84+ 4 87+ 3 8910
Medulla 13814 15510 165+ 14
Pong 185 %19 203 £ 13 188 £ 20
Cerebellum 152£20 141 £ 12 137+ 5
Midbrain 357 £26 344 £ 35 38526
Thalamus + Hypothalamus 340 £ 41 290 +33 298 +21
Striatum 192 + 10** 183 £ 19* 24715
Frontal Cortex 167* 9 156 £ 7 158+ 7

*:0.02 <P <0.05, **;0.01 <P <0.02 compared to normal.
Values expressed as nmoles CO, /mg protein/hour are the mean + S.E.M. of 5 animals.

127



I FiRss

%<5 . Regional Distribution of Tyrosine Hydroxylase Activity in the Brain of
Rolling Mouse Nagoya (rol/rol), Heterozygote (+/rol) and Normal Littermate (+/+)

Animal Rolling Heterozygote Normal
Region Mouse (rol/rol) (+/rol) (+/+)
Spinal Cord 16.4 £1.73% 10.9 £0.70 12.2£0.86
Medulla 18.7 +1.88* 148 +1.27 129+1.55
Pons 38.9 £7.85 3831147 27.8+5.49
Cerebellum 106 £1.38*%} 523£1.12 7.10£0.52
Midbrain 109 £24.3 659x14.2 86.6+11.7
Thalamus + Hypothalamus 81.7 £ 6.99*% 39.6 £6.90 53.9£8.28
Striatum 545 £44.1 487+ 58.8 455+ 63.0
Frontal Cortex 9.55 +199 12.5+402 598 £0.54

P < 0.05 compared to normal (*) and compared to heterozygote (1).
Values expressed as p moles DOPA/mg protein/hour are the mean + S.E.M. of 5 animals.

#6. Previously Reported Changes of Amino
Acid Content in the Cerebellum of

Ataxic Mutant Mice

weaver* staggerer* nervous* reeler** *E K
Tau ! Glu } Gly } Tau 4 Tau 4
Glu } Gly § Ala } Glu | Glu |
Gly | Gly } Gly ¢}
GABA | GABA | GABA /
Asp / Ala |

* from McBride et al (1976) and Roffler-Tarlov et al (1978)
** from Mikoshiba et al (1977)

*** present study

B3
D fmg—, PR v EEEESABEOREBEEMIE. Rolling mouse Nagoya,
roltTottering mouse, tg 1K 1F 2 BIZFORMEY . ERBHEH, 27:193—-194, 1975.
2) Hendry, 1.A. and Iversen, L.L.: Effect of nerve growth factor and its antiserum on tyrosine
hydroxylase activity in mouse superior cevical sympathetic ganglion. Brain Res., 29: 159-162,
162, 1971.

3) McBride, W.J., Aprison, M.H. and Kusano, K.: Contents of several amino acids in the cerebel-
lum, brain stem and cerebrum of the ‘staggerer’, ‘weaver’ and ‘nervous’ neurologically mutant
mice. J. Neurochem., 26: 867-870, 1976.
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4) Mikoshiba, K., Teichberg, I.V. and Changeux, J.P.: Biochemical studies on the cerebellum of
neurological mutants of mice: Role for glutamic acid and cholinergic system. Proc. Internatl.

Soc. Neurochem., 6: 286, 1977.
5) FATEER: Rolling Mouse Nagoya /N, #EE#E#s, 19:670—-672, 1975

EBENRARY PILAHTICEKB Rolling Mouse Nagoya
(Cxt9 5 TRH &ZDELKDEE

SREE, BHET, BEFTE FEX M R

Rolling Mouse Nagoya (RMN) REBRFEDEFLEHD 1 DTH 5, Hill TRH(Thy-
rotropin Releasing ‘Hormone) ) 3MAE / 7 I v RORBEEERET 5 & b1, FEI/NKE
HEDBBEA & L TOHRBPREINTN S, bhbhid4E, <O TREHMRMN OE#HkEC
WIS AITERERRThEFELTEHR 2 P rOED OBETL 2,

W& R U

¢Em~%g®%E£¢U#%ERMN%b4E WIFNHABRNBLEO S DEMEDOR &
Ltocﬂb®7¢ZKTRH’T%m/@&i@%@ﬁUﬁf%éDN—Mﬂ hmmg%gﬁ
mﬁﬁm%ﬁﬁébfﬁ%mmﬁkb,C@&Améga%ﬁﬁcwa,ANMEXHC&%@
BA7 PVORERTICARETIS > 7c0 WERHEREAT, +42BULREZRY, ST
BILIRE X O 88 3 D E R FICT - 7oy T REHEE~DOERH OEAR 1:BM U EORMREEE LT
£T L1,

AMMEXHK@#~/@Iﬁ&i@fEK%ﬁﬁR%éﬂfwéo7¢z®@%:ﬁ116%
ﬁ@@%ﬁ*ﬁ®§ﬁébf*+ﬂ/ﬂ/z7U//Tﬁi%ﬂ,Cﬂﬁ%ﬁ®£M&bTX—Y
Va—-ZBlUairRicihing, EH2 <7 brvoSiR, v v 208s%E, F-V4E (4
B2 420m) 21 LT, chom1/2" (n=0~8) DA XA, COFFEINLEY
AZXDEESOREN Y VAL L > THADEVIBRIFER TIT -7, BHESEZ 1 FADAIC DU
TEHST L, AN EBDESHEHHICEET 2 OICHIRRER L1gd -7,

# 2
1) EFEAFTIORMN OEEHHE » 2 <7 b

1 ESIC iR 12 EANEARIBO D =Y 2B AR L oo EDERE v V2R T -V A
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I iR

—HICLpb BB —RICHEE O, ¥ LoD SHETHBRHBERN LY — VK ETOETHNNE
MUTco —f, HORE~-IZDEHxIIE LCRE SN, SHESRE LR LIS

Heterozygete ( + "'ﬂ)t Railing Mouss {rol/raf)
hefore injsction bafore injsction

after TRE-T injection after TRH-T injection

K—-1 X (TRH-T) EAREL < 80 O ESHHIK

TRH-T, Rotling Mouse (rol/rol)

L 3{ } o
. ,‘315 -~ ‘_;
B e o
. R .
B - “
1emin. alter injection 20 min. 30min.
' éﬁ Aﬁ' <M
ov\' o T o
W
%t'?{r‘
40min. 60min. befors injaction

-2 TRH- T ZARII04X 0% 104 T & 100 O ES 8B -
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1 HRsE

CNODTEEEG AR bVOEDPSHFTLTAHS L, I EMOROUIEEBICRELTH X
ERE-VRICHABIKE, POTHHAOH A XOBEIHCRE Y AKFELED - 12, B35,
NPV B S IHEMICEREELAD D - 1.

2) EXEABO RMNOEB#EM « <27 F v

1T TREH~-T EAEAHO-Y 20 BEFENB AR L 72, RiE, ERELX*HOTH
¥# (TRH-T 3 XU DN-1417) 0 BEARLOVERLEGEORMMBEAD Sk, BE=-Y
AR DOTREHEAFMRORON UL > LA LB BHEIIE SN, FOAMBEENE S
bDTH oo BERRY PV TRIFRE S — Y~ OEPER SR SN,

TRH- THEARIODE 107 MOESHBMOE(ERLOBR2THS, TRH-T k2T
RETHDEARICENTEARINS TELVWESHBORMATL, 0~402EEAOBMETR L
f2o DN—1417Z20Tid, EOfERRMMBTRHA-TX b £, EABROS KBV THEHED
BWR oNc, B R <7 P v OED S HIBITREOMEBRZ &4,

5 B
Rolling Mouse Nagoya (RMN) 3 4% 2 BXUSTREEE®E: L, Dk OERIEES

7, BREFHICERLTERBOGHEAATOLIE LIEET 5, BEC O RDERIT/NMEEE
BABBFIRTHELEAON, TORIBFBPCIZHANT 70 —-F B8R INDOH b, —
%8I TRH (Thyrotropin Releasing Hormone ) i3 F&Ei&— FRIFEENT 2 h0 = Y EFRLL
ADHKIEERBROLICINTE YD, BRE/ 73 vROAHEEFEEL, BYTARETH LR
MIEECEBEOSNTI B,

BMOAREHLEE - BB ITLIEBLL TR, OFEETFEMEME L H b OBERIN
22D ANIMEXT %3 LAkEBD]12THS, COEBRIMOZFEICI RO 2H
OENTHENSD, BYOHZCH L TEBY TEREICEBS vty P TES, CNIKE DI B
D, ETOLSBEHICRSUGEH S, BEROFIEHOL S SNSUBHXITTIHHRISELC
EBTEB, FRANIMEX I B TRENBEEVILERIIISESL LY, I oSO
BEBCEL TREERARBLTOEVIBERBH D, r—V2BRiibl 3B OMEDRENAHE
THb. REAOEYOTHAX-Y La—-F L ARIT AL &E6TE, ILPEORSEIES
HLT chik 20 THMTaCELbTETEDH 5, ,

Ri1pobBobin@E, BERMNIE, AEUHAXTOBHEINPLIEL, ChZBRMETS
SABEEINTN LD TH A 5. SITBOEKBROHIE - HEK3, QB TRIED TEMIE LI
STERbEN, TLEHRN7 bV TRHUEOES A ILEbINTV S LEEI NS,
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1 PR E

WEH (TRE-THEI U DN-1417) B RMN KHUEPREHEOENEL LU, R
THEANRD RONI Do T ESDEBRRSN, &I LB 5 huET - EBRBHZ 5
f, BB L TOERIENS — v~ OFERUERAE S tco Ui LFTEAD RS b
BREDORNHTA TSSO, EBEE (L CEHRE ORENSFOMCONTIRE S
R BUNETH D,

x &0

RIS L UFERSE Rolling Mouse Nagoya (RMN)R TRH-T BXUZDELUATHADN
~ 1417 BBREAICEA L, ANIMEX I iC X DEBR <7 b A7 AT - Fo

MERE G ERES I URE RMNOHRESH L EHICHE ML, RERMN OEHEZEORES
FHBHER I N t,

X m
D EBREE: 8MT8H08TE 2o Bhic X 2 ERNMR, BEEZE 70:175~192, 1974

EEIRFA~YHRX — Rolling Mouse Nagoya — DE
[ERR — REME - HREECDOT

BEXME, KFTE

Rolling Mouse Nagoya RAMICBV THREINIBEHEDABEOEF BN THS, £
DELVEHREECERBEL LI /NNEEHRKABEOLUL TV EIBRECRRK, FEOFEK
DVTREEHEIHRIZ SN THEY, bhiibhid, COvY 20D, KEMRE - BEEOFE
KOWTEREEZNERELTIE - 1,

XM EFE

MEELIDRnThd 8 ESL EOBERERT, HFENOKRER DISAOHEF £ AL, #E
BroEHINDL vy ABERMBEOFEBHRE Y8 - Y E2E& L1, E“%ﬁ%&%ﬁ%%&]@@ﬁ
i3, EE25um OM/INEBEGER L, RHBRICOVTRABHES KURBMETZOR
BRESLIURHERBELAE L, REESHBICIE 0] ms HFH O KK ELIEE R, T
BRHOPBEEONTRFHBEITC BRSSO ) vy y KB E L, ChiKBEXYR
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I FgiR

FMAEELTT, #RHIVEIHEEE BRALEIREL, COBRETLIERBENEHNEZ FD
9777vfmxbﬁmﬁéfﬁ%&oto%ﬂﬁ%@%kﬂ%ﬁ,cm%kﬂﬁﬂmé?%if
DB, BRI OIOHBICET 5 F TORM, 50%BKEICE T 2 INREEEERN, WHEEE DI,

wEORET B BUERE, SNRAERICE 3 BAIRMEH & BRSO RGN &0k, &
L UBR DN &R 5 HBEREE b 7.

#= 2
) HED

HEDERORBEBRE Y2 — VIC3RE, ERELZUMOTHINTELIZDONT, KRR
fif, MAMERBRES L OCIBEREOCL I BRRERBOIR OO, -1, LE-HREHERNRE

THHENTEFRAD Shlih 51,

2) R REEEE B X U RYBER
FHMBEEEE S LORMBEBKIC, LWINOMRICEN TS, REFEIRAEORICH
BEREARD ML, B BAEOBROFRHHRED 14T, K 2IKKRFICDOVTORER

E@ﬁﬁ%ﬂ——\_ bf:o
3) BB OIS

BRI B 0T HRIES & AIRE & DRNC K ZERETD 12> » foo 0 KERIER TR IR H
CHU TEREERIEAOBET LTS EEAR S0 (K3)

X 1

i
Vi
A
-Prox1MAL 1
W
“DisTaL \ ”/_XYC%"_*
B

A
17

+

&
Suv
¥

) ES 120-5

HREEREAEROFRHNE
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0 HRRER

Na. of
SAMPLES
10 4 =
GH-roL
(roL/RoL)
0
No. oF
SAMPLES 7\1
C3H-roL # ‘
" (Gw)
{+/RoL & +/+) M
3 -
0 20 NW(G)
No, of 0.2 = -
SAMPLES b
104
C3H & 0,1 = ] -
Mus muscutus 5 E
(aLBIND)
0 = 0=
0’ 0 W 60 (WD M, GC M. TA M, GC M, TA

Woron Nerve Conpucrion VeLoctty (HOV) MucLe WereHT (M) AND Max. FORCE DURING TWITHING (FQ

IN N, 1sCHiADICUS () aND N, caupaLls (@) oF C3H-roL ( +/roL & +/+ (E1) anp roL/roL (@) )
(#: MeAN) 3. fﬁﬂi%%%@i% (E) & mﬂfﬁé’ﬂ%}
B 2. REHBBLEREDOSN NIy CD)

E. -3

Rolling Mouse Nagoya OEBIEEDCRRIIA®R2BICLTHLL LY, FOBRMBREET
LT EET 5, REOCHER FHEOFTEN VAL IEAICELET 220, ChETKEHE
DIBMELCLIDLT, UE—EORRIKEL TV, bhvbhlid, 4ERMGREHGEE
DHEBICOVTELAEEERICHRET L,

RIEMREEE B X UK IMBEES, BEM SRS OMICEERZEIADSNT, chid
LEMRCOOTHRABRICOVTHREAKTH D, RMEBRICKSUEENS S &3 EZHL, M
BALEEFEREOE, FREREL L TEHBEOLONBONECERE Kb, chidE8o D
BRELTO L) CERBEACERAB SO TREL, dEBIAICIIBESICIZbDLEE
Zont, BEKICHLUTRET, SREERENENDIR, BEEE TEREN 6 Coéx, BETE
ERERBELFAULC0CEENTELEZEEZZ SN, BEARTOMBEEEFNTORNA
3, BMRESROBTL D RETICH T TRIZERNICHUO TE D, FRICHIBSHESEONES

134




I RARsE

F122, LrbEBICEEEAELRTETE 2 818H %,
AKSHOEBERIIBICET A LD OBBCBOTIDE LD, COBE®RD O WEEHE
BN THREZHRALOMICKEBERELZED LD 5 oo LEREFTIINRANCH LTE
BESRMBABMETL TV E03HABR ONAD, COMMBREAORVERICLSbD
T, BOEBRIKIEHDTRIID - 1,

¥ & 0

SEEMESKBEDOEFAVEYD 1 DThH B Rolling Mouse Nagoya I DT, FRAEMEE, 4
BECESEHEZNRILTE -2 ZORRE, REME - HROBEETRIAD ONT, fuciT
3o I ERIBERICE T 2 BRI 5, PREOESBHERACEEDS 5 LRI NI,

X @
D Z2BEX, BIMKZE, MLEF, #HAQI/LHEE: Rolling Mouse Nagoya. a. BRAEH¥HE
JURBLENTE. RFESE, 31: 219~225, 1976

EHBHEIUOREGRHRFCEH T SEFHNHEMEED
IINEEIC DT

HETA

REZ CHEBHHNBICE L CORBRBICET 2EBENMREFL L TEEATTLITNS
DAHTHBY, KMETE, MBENUTREDFEDSS 2 FH/NMERES LTEFAEZTIRE L,
ZHE VAN TOROELHESICREFTNBL 5L TCTOFRINLBRELITZOHOELD
BEHEEL, AHOIMBRHA, HcBIMOoLBER~ORENC>OTHREEZRS 7,

MEBLOHE

MR EULEE/NNERERS6ETH D, EAEH/NNIESHRIC K 2 FH/NMYEMEE O 8IC
X 3L, NXT36H, BE/NNEISH], BEE (BUHBEHHE) 261TH -, NMNEIBRERN
MREREZEREHE, Holmes B L 2 DBHEHI 214 CMREEREER) &4 ) — 7H/NEEMHTL, Menzel
BEIUZz0ERISH RBNEEER) KM, REFESHEHE, SHBESLEHE LT
B, MBEECHIEEZ &S ERE T AFEIRIOBRA L. WREOFERHII15H K D65
METTH -7, ERINRERZRAFICIBLOGEB T TOIIBETH -7,
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1 BH5RBiE

BLBREGEICR X~ Yva—gBXURI IS T7 v —£52BELEEHCERL TE&E L,
REBHBCIBE AR L OKFHME SICRHBTE 3 Jung BEESHKBELRL, &4 10°
50° 70% 90°% 150°/ sec DEREDRIBESZ 7, HBKEHIIESREF TRE L, SOiC
ELHEREMICTREOREHERNEX) 75 7L a— & —KRABEE L. BBREZL 7 4
- AHE L BT O LISER R,

g R

BFHIUME, BFHNNEREORELHZIEFALIVIZPCAREL, FRTZE20HIZXS
K#mMT s EB8i@lnohts,

EEWS LK PERESHEEORELBHEIFHNMNYEWES LTEFAL b ICRBERREL
DHRE L, FHICREHRROBIGRA L D SECESRHMTRDTVEEFL 2 LRBICED
@%uﬁ%<ﬁotoﬁﬁ@ﬁﬁ@ﬁﬂ@ﬁ%ﬁ@ﬁ%¢ﬂ%ﬁﬁf@5W/w@m&fﬁb,~
HEBEATIR 90°/sec TH 120 WEHBREOSEICE DT, B/ NNEMER FHEEEE /-
FIHEERTOBREALETH > 28, DMREEBER TR AMHEER, KB/NEBEERTIM
FRE R EA S S, BEDRBECE T 2 E0HEERIAEDRRMAE L TS HEEN
RS ZEHEAE D B/ NI I K & DRI s A ST, RAHBEN TREH/NNERESLTEFEAL D
TR TOMRUERHIR N TEY, BABKE LI EFAKO2NTENLOLFmMERZEDS
MHC O - T2 H ORI 72,

£ =
PIEORELDEMIRERFEOREOIETH 5/ MNUNBREBRBICESLBHEA LT
EEZ BN, S HICHER/NNEME TIREDRI#IEIC, ABRHREOBESEFALVOEE
CENDTKL, FIERNEELBIITL, DEVBEEIKOBELEI L LHER SN, BE
S & B FIBE T OE LTS HIRT 5 &, SEBRIMEE O ARFICE RS SL D EELR
EELTOBEEEL LN, FEBRRNSA ONEC &}, & DEREEICEI > T3 LR
=¥ 5

&0

Fo/PRNEME CORER/E L URESH O AT DOV THRER L . /NN - HBIIE28HF
RICEELRREAEZLTED, BCHESHREEOTMRREEREE L NBEE L OBESHER S 17,
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b1 557

SRS B BRI
EETA |

A A BRI R BT 5 DR T 2 b 55% Bo C MR BBRBELTET 28
DHEAZIEREC ELIVVEBIANEERORAELZRBETHY, COEBOLIR
EAUE EOE X, BBRIEO—ETH B, BESUSRKEREE LT 3 A% ST RICEL R
HAOREHINILICERERED LT I2EHDHETHL, IBFBFORELICLY, AEDOE—
AV MRERESOE D KADOEAVGERIL, HFOFANEBSERT L INTIICEE, chd
ESHC T B EDRUSIC L » THE S N, BBOBBESEC 3, LANTEBOENELE 545
BEE, RELDOEM - ERNEE ¥ BCHIEETEEEE, ABCHINESE, RS
BUETHY, ChOORLEMMOSTIRMER THE S, BEB~BIMA ¥/ 2E%S,
COBOEA Vo 2L, BEOELEHSTEED SRE LN E >IN EhES, K5, W
DOFRIE L HAE OBBENE(LE D BT,

UBHER T 2 b kE DS MR T 5 5 & UCHEICEA S 7 45 Martin (3 AIF 2 b
PR ETORENES 50 & 52 Shi BRRIGORE, FEICESIHETS?C & 4B
Lice RAGARICE DA — % vy VERBOEMNNERE, EFEGYA bo7 4 —EL LD
MR BT 3513 B B BRUBIC S L TREH AT - 7o

MBREXUAHE

R F vy VIEBREESRH, BE/NYEUE 8 #1455 £ FDuchenne BEH Y R t v 7 4 —FEIR2FE K
BEHRLE L, ERARGAEGED Y bo—n & Ui, |

1° %410 msec THEATIMEMET RO, HARBEEHE T2 FEE LT BELBEEH
HEN EEOGAESEIRO/C, EOBEHEI3MOEN b3 vrYa—¥—%FT RN
ﬁf,%Eﬂriyzyz—#~;b@mﬂ&x(EEE@«@%E)&Yf%%ﬁ@«@%@ﬂc
P& L7, EFERELNDEFORBEO LIco¥, ERl&Ek,. ELBFETFLIODOBAR XY
La—g—BLUR) S 7va—F—ERLL, FYI5T7a— S~ CIRBEHOAES L
CRBfA3 Y to— LT3 TREZEBEFIBEHOREHEN & RRKELEL /2.

# g
D »—Fvy VERE
BELHEHOBREEEOESESETA ML K THEE T X FE2IT - 2 BOELHEOBE T,
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I FFsE

FEBTIELARITOLESN, ROTHAN RRICBZEANDEL LV IRBEIRT,
chie LT —F vy VERBTREME, I ~OBELAOBENS G0, FEIHIL
BEOTLAICS ESVEANRS - BELOBTOHKES, EEBHTIRL-XLDIKRL, /¢
—F VY VEBBETRR L - TRV ERIEABA SN,

W= F vy VERBOMER TR MO TRHRHAHERICH T, EFATH LS recipro-
city %% -7z phasic discharge /&< ¢ &ML L, HRBIERNBBEE I L,

2) BEE/DRKEEE

BR/NUEME ORE TR BOBELBIRIE, EXFLIOBALTOS, HRETE, EFICENE
BNNEME CRECEEEREIESSEMEAREL, HRT 2 LI5KEARIHE LI, BIH~D
BT X AT E, 5°~10° OEFAWTLE DBENEA LI, BT 2+ T, BLEA
LHENELIEN, DOTHADEAND D, TOBRMOLE R - FI~0BI 1 H 5, BOOK
BRrAsL, BEOBBEELEY., CORIEBEANEL 2RO TR OHER reciprocity ZF L,
FEREEEVHOHREOERVRIEELEELT, 22500 »HE0EBI0RNT E8E
Vo

3) Duchenne BfFY 2 b7 4 —fE

Duchenne 5 2 b o7 4 —EDQKH VAEFD BLOBENBOERES KOCRBBTERIESR
NBHEHET 2 EARSIUNEDR Y, T ->THOBEORA~NOEFETIE, HYRA a7 4~
TiE, FIOBF~DOBENENIZDH 20, THIKES FIANDORBZNS D, HiY R ba 74—
TORMANDELESHE, BETT OS2 BOANI SIANKITL C &Ky, EHEL.
heel cord , ABBIUEAMI DL R b Y Y 72NV - 5N, COKRDRHIKThEL S & 20E
HEH L, BLADRIHANDOERINI N EBBESI NI,

NORMAL

MUSCULAR

DYSTROPHY

I : E%#%, Duchenne B U x b o7 ¢ —¥F, BEH/NNEME, —F vV VEERBETORS
~DBEF RGO H 8
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1§57

B
ZREEILRERBRISOEEE R SBOMBEEDBEFICINT, AIRATH ~OMES
FRAMCEBELBENHAD LCULLBREREEERL TAHT,

LRAL%RT Duchenne MY 2 bo 7 4 —(ET, IMEMEERIELS, BLLEBESEL, F
HADER T A P TRESF~DENZAH 501D, A NOENLRAONE, TARRBHHMEK
L ABEMT2EOBLEZEROBLOFNANOEHLBALL, CoOLd> UKBEEERKL L -Th
HET A FTRENNE—VERTC LD 5,

TE/NMYEMEETE, SBRFICEED/N - MBEEEICXD, BRARICEVELR A,
E{fE, B oY —FEREOHIIEL, HEBEEOEBNCIIEELHE~OWHD
ZLWRELHEEZI N,

N=F vy VEBRBORBPICHER T AN ET O &, BLARFIANT LT ETULLEORILD
BEFHEHONE, CDOLHBEFTIE, pulsion 7R FTHIANBLPL S E, BEET pushing T
AR OHED & A IKBTHNEL DA TH 7243, 3 pushing TREMALAZ T T/NBRTEDES
%, pushing %, EKOBLEAMENCH D, HLhLbELALELT 2 LD ICED BT R, HE
FAICORACBHLLELADRANDOLE VOB ILB UBBLHENI N, COTERE
ERTOEBREBPIROKEWFEL AL TAE UL O LMK XN, Martin OB~ 5 EHEREFER
ThrBEHEMBELEZL LN S,

L

= vy VIEERE, BRI/NNEMEE, Duchenne BV R o7 4 —EANRICER TR M E
7O, BAREMSZEENEBGACEL o Duchenne BfF YR o7 4 —fETIE, heel
cord FHMILLBLBMTOEMEDORELY, FH/NMEEE T/ - RBOY — FBBoEE
B, FORBN—F VY VERFTIEER TORBOMENARLLEBEERNLEBRBICEEL
T3 EEZ 0T,

X
Martin, J.P.: The basal ganglia and posture. Pitman, London, 1967.



I SR

Rigid - akinetic Parkinsonism DEEFKE I
T, FIEFIRY

Nk VYRR B@FS—F VY VROEPCEBOREGRE S —F VY =X A0 B, B Ey
5TEBEVIERES LTEC € EARETH Bo /=% VY VEIRBILREEME S b OB ASH
&% 505, HiCid rigid - akinetic O D BH O, B D/—F vV =X L LEHBHIRORE
ISRA B2 {13, 22 Trigid - akinetic B A &L ORBEHEEOFVABDO/—F vV =X bk
E0HY, TOBEENICOVTERE Lo

MR & HEk

EVRAEEEFR#RE Y2 -BLURYEHRAREAT TRE L 282010/ —F ¥ =X 40D
thizid rigid - akinetic B M/ ¥—F vy =X & (P) 25#i, MERER/ S—F+ 2V -:X’L\z)(V P) 3141,
BeRABEEEHE (SND) 124, SERED rigid- akinetic B/ 9—% vy = X L(UN2EI0H - 12,
CDAFD»—F vy =X LADBERBEC OV THEBRBRE LT 7o

® &

RICRUL IO P TREEZER VY, S0FRBOREFN G LIETVH 20, VPBIOUTRH
%ﬁ%b<§<,%EE%W?HL@%@ﬁ%%ﬁwéoVPTMM$$%E,EME,ﬁﬁﬁ
TPHABHAMECELE LG 6

PLAD S DTEFMREMIZLE, BHTRET 600500, £72, PLUADSDTEN
—% VY =X ADERICINA THREKME, KRS, MEET. HHEk, REeREHES 50
BE L ‘

SND TR E 5 IMEER, RITHIEMELS E O HRMERRE S b0 bib 5.

CTR*+% YTRPUNIKETLK, MBLASERTELRVPBLIUUILZ DEAS® <,
S OICEERERIUE S BETH 3 .

PUATIEL ~dopa DEDFI BB LALETH I, ELOYPRRBAZ2EDEDH 3,

F70, PUAAOSOE PICH UEFHEEAE < . RELEMAICT T stage VICET 5o

B

P Ti215% %5 rigid - akinetic B4 & % 03, #h /¥ — + Vv = XL ICHNTHRURER 3%, 7
~F YV =X nADHEERER X, CTREERADNEL, L -dopa 8B TH 3.
BT %75 Rk & AR
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I AR E

VP @RMmMEREDBREB LV ENEL L Lo ERESE, CTEESG-LOEETDH 3.
SNDIRVPIck~3&HERBERC/IMERERZT 200060, CTRIZMEFKITS
SEET, & CRANBRINREE LEETSH 5.
%  Parkinsonism O +EZBERO L&
Parkinsonism OE$E

P VP | SND U
B & 1:1434:112:1]5:1
R A F B 50F ki | 4% 6% 8% 0%

7042k 0 32 16 33

FERF  MEDEEE 4 | 4 8 0
& m E 0 65 25 8

¥ R OB 0 19 0 8

TPHABH 4 23 0 8

AR S E 52 16 8 17
7 7 A R 7 5| A 42 75 50
SRR B 4 84 75 58
{5 itk BR R 0 48 75 33
N E K 0 0 25 0
i #E K T 4 81 83 42
& MoE R 8 52 83 42
K ok %2 0 52 58 33
Fo A MR 0 0 17 8
c T [MESTWN 25 83 67 83
LR £ 33 100 100 100

FE A ETR U 0 92 17 67

L - dopa ® | 0 71 83 71
R =E ) 33 21 17 29

X

1) ZRE—1h : S — % vV ViE AT & e — (I E R, RE—thR) SRMR, B, 1978,
P. 8

2) TE— NmEEEE -y =Xs, @LE, P37
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I AR

PRI DA TREE Sk B/ S—F 2 v = X L OB
LEE—1B, MR

EPW S —F vV =X AR REOTHMFEECLVERINE SOMBELALT, ARARTE
BREOHEBETICRET AL LEMTHILINTVE, RABABERTHVONEERICLD
BRINLUFONN~F vy =X b5 FRULIDT, TOEEBEETED, N—F VY VKED
ERNIC DI THRE L1,

MR EFHik

EVRBBEENE € Y2 — B X URIESKERREMRENT CRBR LI 28200/ —F vV =3
LAQHPT, FHERICLZEEIOSNLbDRBH (11.7%) THb. ¢ OHTHRER ThESD
KRB L, ZOBEERNCOOWTOHMAERTE L 0B U4HTH 5. ZDARIT metoclopra-
mide X5 & D104, reserpine L& 5 & d 24, sulpiride KEB3bD2HTHB. TNHDE

BID I IR FARIT &GRS S W0 TRET 21T > 7o

3

® metoclopramide induced Parkinsonism

B3F, KTH, REFSIOFR24, 5074% 141, 604456, 707K 26T, 24iciBH
BREEDHIBERD D20 N—F vV =X LRIETTORERZLH 1 BROmg, WSS
3BHE, RRZFTEFITIAIATHSL. 3FREHE, THARE2HORERR T, WRERIMA
EREE e 3 TR O#ILIRY, 2 61, BETEOERE HEE 16, FEEBRE - LSEE 1H, LS
BREAED 14, EHSHAT, FABRERT. SRHERLIEDH LI, HIHREEES
REBEERZNENTHICH SN, IO EREBREE S5FIc, OF - THEULOVR+5 Y-
TAPNCHED I, CORTEE - EHWO 3H)I3 stage VOBEFEREL L Uiz, BXBEShFE
BE 28BN, BR1E, VL 2HATN—F vy =X AOLERBEE L.

@ reserpine induced Parkinsonism

BLE 1T, 60FRENVFRTRIEL, REITICIBB 075 mg % 16113 14, A3 44
TARBA LTV, MIRERR2HE A ERERE (1038 ILYE, thilizEsH8) TZBRIc
B—F Yy =X LOWKERLEB L, B 1IATROTYX+4% ¥ —, Ml TR g S
WREREFE 57 HEMZGRICRIE U, BARSTIEE 5 BB L0 8 # A TLHK L.

» B %15 RA B M R
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® sulpiride induced Parkinsonism

201 FROBT, BEBCHLT -+ Yy =XaRETTIHMIZ1IBE300mg 255
A, {1 150mg & 146 7 BiCh iz DIRA LT 7o FIRE R 1 FIIPaRE#: E IR, #f
REET, X2 1FIRER - -ZBHY, MAREKEREZEHBL, WThsOFIRF4 V-
A, 1A TRIMEREBRE G S S, BAtCRE L, £HREhIEE 1~3 5 ATLHE
Lo

= =R

ARHEROBERIC L 20— F VY =X ARZRHERIB/C—F Y REBAU LS DB
DhHbd, LrL, OFIVRFZ IV, BREEHAES OBLIEDE L, REGHAETHERDS
HTHY, EHESHILCIOE D AURICE LA ELET 5,

X
1) ZEE—1, BEFY @ Metoclopramide €& % Parkinsonism.  f4&FEK, 28: 889, 1979
2) BEE—t B —+ v a2 X a, N~ F v VI IRERERR L IREE (IEEIE R EE—R)
£RHR, 1978, P. 85
3) Tarsy, D., Parkes, J.D., Marsden, C.D.: Metoclopramide and pimozide in Parkinson’s disease
and levodopa induced dyskinesias..J. Neurol. Neurosurg. Psychiatry ., 38: 331, 1975.

NEMBE LCEBEBERICHNT BT « JRFV I VEE
NA &, ALER, ZE—B, REET*

VL4 Alzheimer R PEF TR BE QMO EMEAITH S, WA 3V YIEEHRORIRMEEHSH
SRICINERINTN S, THHL LKA acetylcholine 25K B % T& % choline acetyltrans-
ferase (CAT) DABRE, leBEETORRNIBETHRINKT ETHb. COEEHL LKA Y
MEBRERIES 5 T LBRFOBRICENTH A C LB FR/ENI . L L choline chloride
% lecithin (phosphatidylcheline ) i€ & ¥ ™ choline B4 E » 2 R4 OTHR ORI LD - 7o
IS DHAAITT N THRIMIC acetylcholine DF kAP F 2 % E%ILC LT, L L19794F
WCHE R I cholinesterase 2B X 22 &ick D 3 ) YIEBRARIET 5 RS 4RO TIT DAL
* BGUER 1L MR B
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HI5< &b 3 A HONRE THBENSES S 2~ CAS OB 3L U TR E A BB 2
fi cholinesterase ITH 2 7 4 V' RF 7 I YE2ERALTH5. TOEDODLNIE, T OEHH—fp
CEERORRBHFEICH LED IS BYRE b1 O, BREANLERRIES 200%, A
DMEN T L ULELFR T B BEA E L TOMERABE S b 5 E2BME LT, [{h)
1> D BHCEE IR LKA TE L TH oo

MR EF®

EVREREFT RN B X ORI RRFE ICAR £ 3B DO MELAER 56, BERR 4
P, MEEREERR 1FAEHRELL(E]LD 2). TEHERONFI, Alzheimer 5 441, Pick
RIGIWBEET 208 FHoMERRER 1FlThH D, £FKRISEE T Gruhnthal @ stage I
PETETLTEY, BEMALAEENHRLEZRERZIATETH -/c. 88F 1 TREENIK

=1 wEREE
i H BE2ZWN F£4 -4 RBEH  stage  physostigmine DR

C.K. Alzheimer 58 # 4 I (+) BEto¥in. B8 0FE
WWEABL, T80Ty
DHE

S.M. Alzheimer 61 & 6 I-la (+) BW&K, FETHORE, B
DYE

M.K. Alzheimer 63 & 5 Ma—Nb (—) (triebhafte Enthemmung(?)
FHESEE, F9TH,. &
Eilae)

A.S. Alzheimer 55 #& 9~10 b (=) (BEEg, BSHEFHHE,.%
#, B

[.S. Alzheimer 62 %t 6 I (—) (Denkfaulheit(?) H:fsh REE,

of Pick?? DR, RERFE(?) HUR)D
#z2 EERRE

IE #l K2 M &4 -# physostigmine OZHR
T.S. ZHEHF R X (=) (Korsakoff ¥EtR, ®RRIHEX)

T.N. mEEE#®E 79 & () (Korsakoff ¥R, #3)
FiR(?)

T -H ZF#HmZR 80 & (+) gefm, BEEREZTN L OSIRET A2 EER
DYk

S.I. #EHR 845 (D BEEROBK
S-M. Z&£/mR B & () (BEER D




I e

B# o stage & 24 stagela & Mb & Uiz, ZhidMaid o #55TRIEE70R 1, Wb i
BIREORE &V D 2 & T, terminal stage THHFNTWV ARELEAEL LB 3N B ReE
ETRFHICHIROR -F O LTSS L5 KELONLSBENICHTLETDO L T
%o

74V RFTI VB L0~15mg EROES Lic, BEORPLBET LT VEBIL LT BN
HHIRETH -72DT, 40T open study T2 DOEEBREEAFZEIC VIET, LWbWAABR
ABARE LY, 1~4BHORAHTEDE AN VY 5720 L, FEHMEIEMS A OKRIES Bk
#HE L.

7 7

MEPRRS AP 2HICH S BHRBRONK (F 1), 1 HIRKMEESE, ok, HRM
BRZFOEM. BEYEOMEL, XTHOBEEZDORL, BEEOFEORSMBHE S IKE
Hoflco D 1 FIICEEER, FRETHOUE, HEMOREBR SN, BHTH -7 360D 5
2B DTN HEMBIRIEICA -7 stage MO HE¥ (b)) ORIET, RIRIIEHEDME £ VKR

LTWIEMTHY, tho 1 IR« DEFREH D> SHEBY Alzheimer ERELZ OIS, HL A
ELLhENZIT Pick BIGEWEBDONBEGTH o120 ZEFRBEODTHHTH -1 DT 1
FlTHO, gOe, BEEREFNITE S HEEHOBEBR LN,

£ =

ASEIOBRS ZRISEARSDIE L, BEHICHRATHBRBENR0D, 74V RF 7 VBED
TH -1 EPI WP TH - EREE LB L, BICMHORBR TITEONIIEAN BB LTEEL
THdE, —EOMAIRDL EHICEDNE, TROLLT 4V XF I I yBEHROEHL T sta-
ge I © I OEIEH T, ETOBVEFD LD TH 5. FEBEKRNICHTE S Alzheimer #§ D 75
LY, REEROATHOVEMERERIZVABINE S TH B, F5iC stage IVLI_E TEICEA
BREICH 2 8%, BHEGHEORVEFICIPHS KV IICEDbNR S,

4R OEABEOD TROERRER CIERNAESOINE {, BERRA TEDRBDLL
ST, REFENIKEBRIVERREELZEL SN T 3EZMRR S EFRREDOEND 20T
ARICEIN BB SMETH 5.

AEOBRHP ORI EOM2~3OREVIERTE 2, TTSETORSE TRINTEHRHEER
LTHEY, BOFOFEHHREIFEINZCETESHIBHEIN TR, SREIOKBHTIETNT
TAVRFIIVOROFEEML, —EOHREDBE NI, BEHAKECASNEEL, Kok
ZLOHBMBERHOREREEL 5L, BIEROLRVROMGEHTH -1 LREABOEMA%E
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EZTOKETOLODEERMWNBREBDON S, SREIROFLERHNEOMICED LS 33 ED
EWH LD, dosis DEMBPIETZEOBEORLBREGBRIT LT AENS S,

BicAZF T@ﬁﬁf&i?ﬂ%(’g%!ﬁﬁg)ﬁ & @ cognitive function ZFEXOEEELLTEY, 4
Bl & 575 behavioral 72EALE AR EFT RTV. SEOBE D 5 3ARK BHEREED HEDTE
FEHE% management LTS EICHSERUDOHD S 2AMEMERR L TEOEELHEL RN
5o

I Bowen 513 Alzheimer %% 4 % TD accererated aging L TESHZB2E5L 0 5se
lective neuronal loss, 37 bHMORFEEMEE LR, HREEME ICET L7 neuron R
BIRICEMR TR THREL L TEOANBTEL FEER bTb\5i5)7 AV ARFII VLB
B ICEH D behaviora IS EE DA G T3 <, Alzheimer BOBKEBEDEXER X Dk Sicd 5

ZBELOEELEMBEEEAT S,

E >
MIERR S ZFERROEFICT L, BRI ) YMEEHROBREEEDRBICESE, 740/2
F UL VEROKRS L, F& LT behavioral B EX@AFLOBFEL BN THIz. CORRIT, K
KRB EALBERT LickREEED behavioral SE TOBREEZTHV D 2HHE®HA TR LT3

LEbh, SEROLEBEREBEHF NS,

X B

1) Bowen, D.M., Smith, C.B., White, B., et al.: Neurotransmitter-related enzymes and indices of
hypoxia in senile dementia and other abiotropyies. Brain, 99: 459-496, 1976.

2) Smith, C M. & Swash, M.: Physostigmine in Alzheimer’s disease. Lance, i: 42, 1979,

3) Muramoto, O., Sugishita, M., Sugita, H., et al.: Effect of physostigmine on constructional and
memory tasks in Alzheimer’s disease. Arch. Neurol., 36: 501-503, 1979.

4) Peters, B.H. & Levin, H.S.: Effects of physostigmine and lecithin on memory in Alzheimer’s
disease. Ann. Neurol., 6: 219-221, 1979.

5) Bowen, D.M., White, P., Spillane, J.A., et al.: Accelerated aging or selective neuronal loss as

an important cause of dementia? Lancet, i: 11-14, 1979.
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A5 MRS TS KENEREOREEMNTER
—E R, BERIGHEEIR TR, 7 v YU TEREICEEDS J A4 QIRF—[CDNWT—

MILESS, BEEA, WEEEENE b AR st

2 3 DN WMBBERICED SNt / 4 us8F —DEF D AR BERE MR I D L TREZMNICKRE
L, &/ 40 F —DREDEBERE Lo

BERNR A&

VEIRIGHE / 4 v —F —1801 (F11, &7, FE431~72F), FRFBEETEICES / [ oo
F—66 (B, &£5o FEPWB~60F), 7 vy FREREICED /4 o5 — 36 (I3, 429
~36F) T, 2P L SEEDEITH BM, glove and stocking HOMBEESHBERL TR,

SEFADERPEHBIC OO THBESLICEBHIC I I2RKZE B, BNEEH I OOEHMS
HRHEOERI R M7 LEFR Lz —HOEFTRESB S LBRHEEICIZBRBREL L -
720

# 7

1) BERIS, RRIREREETE, 2 v v Y VERBIES /4 04F —ICIBIRERRE LT,
HEHEEEDPHRRE N THOCEBHFFEN G,

JEARR B Tid, Massons trichrome 4B Kriiver- Barrera Z+f5 OEAR T, B LITL
HER, F#EEEOREEZRL, AHMEREREED LTV 22, Bodian BEERTS 2 &)
RRADPRTOEEDTEIORETERE LT 2DER DI,

BT R TE, HEHORKE . myelin ovoid OFEREEDZEMBH Y, THEHROKIICH~
TR DR X BEFICEOHERIEHESBEY - o L LERICEELEZAD DL 5,

EERCLBMETOHERBSE LS, KRBMHEHOANEDOE LWEABEL, chold
HYREE 2OBERLIEL Shlc,

YEDHRREE, WINGHERESIRDBRLELI LN LD, BREOEEDOH NS OE, BRK
W/ 4 o5 —DEMICELBD SN,

2) BIER S0 OFHEHRREREL, BRFE 1 o F —DEF TRIEFIREIOF¥5
LTERDL LicbOWEh »1cds, BRBBERTESY Y v ¥ Y/ EREBOEATRERLOEED
BETH -7 . FHHRGHERROBLORE SBERKBICE D 2TEE L E»BO LG LTY
* BHBRFEE —AH
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I AREE

7o

3) BEMER M5 ATH, BEACBD TRAEBERORD & —EEDRRED S b,
AEER UIHERI D 5 BICi3 TIREA LR TIES & 212 03B St

4) BHICRE LrBREN /4 0 9F —0 2EFATERAIBBEELTD o

5) BRWE/ A o vF —DEFTIR, MEEABEAONE DEROEUPIENKEOLELS LT L
FED LN, HMEEARENOMEOREDORE & MRRHEOEMORE & ORMICIIEEL RN 12
p I A

6) FHRIRBEEETEICES /4 057 —TiR, 2PCHREETCRBEEVEDLELD D,
TNRAF VYT =0 b VY TN—RBTEERMERL 2. CORBEMEONBRHEED,
BRI/ A 0 F =00 o v VIEBROEAEHE LTS, TLEENRAELE LTOER
BETH 7o

ZE =

BEIRIRHE 7 4 08 F — CRBRORECHRTHBOKREDORESE N C &%, S0
DL, BEELPTTICHE LT3, KRB THRBBEETEY s » v v ITERE
IS 2 4 o F —ThE CHEBBED S

TR, BEIRAE, BRBEEETE, 7o v Y ERERL ENIUARBIERICE I ARBEE D,
AHBRERTE, MBRMECHRICET L0, #HEXBELVL TS Y27 VHIlRIC LT,
FVBOBELEZ COEHEREEZ NG,

ARIRE LIEFI TR, BREE /A 047 —TEF, BREBEBEETES2 v v v /ERBICHE
D/ 4 aF —DEHHICHNT, REHRREORES®, BAmED D OHRBEHER OB
BEL ThEFRCLBHEECBOVTOLRBEEHOE S SDX0EREFAEL {EBdk. T
NRBERFME A 0xF —DEFIOFH, BRIRBEBRTES®Z » YV ERBICHES / 4 0/¥F
—DEFNCHANT, KEHBEROEERODOBE P DL EZEND,

DEICHBMBEEHOERI 2+ 7 AKCDVTERL S, WEEILDBUVIES TIE, KERHE
HOHRE—BHESHERDLL, ZLOEFATE, 2ENTHERGEEO/MILOBERERAD 2D

, ZIEMSRR 2O I IREINIEOMERD o T NIFREBHEROFD & RIEHIC/IMERHE
HBOREDULILEREEZ SN2,

BRB /4 07 —EFTE, BRFEDOMEOBEOEEDPMENBEDORELB L 5 &4
£ ol WEORE RGO, BEORE & OMICIHEEED I, - ko FER
WICHY 5 glove and stocking HOKRMBBEEEORR L LT, RFFOMEEECLE26DL0
b, BREOODEFNUAMBELER T ARROBZIHIC—KT IHREEZ o
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FRIRBBEETEEICHE D / 4 095 — T, BBRESEI DLV HE L, BRKEDOBL D
EVOMEVBXEPICED SN B D, KR CRAIFEICGLVHR 284, 27 1HKBNTIR, &
3 C LML T waller B & 2 hICHRBEEART BN 3, GORRMESHEET 5 M
BESSHREELCEAD Sk, PRIBEBEETEICHES /Mo F —itB0 T, BHREENRE O
D BRRESEROPEVHMBER, BREOBRFBYPECEEE L GEETICLEEEDNLIDT
EEICERETTICLEBETNS,

FOIRBREBEIE TIEICHE S / 4 03 F —DEFI TRD S, MREETFOREHEESYE DO
Z 3%k, Renaut body & LTHBINTEY, FEAITEEACE-THEDLNEZZ ED 5,
FRIRB R ETIEICHE S/ 4 0 F —~DEF TOHEDOERICOVT, LELESZR I T LS
HTh B, KL CRRE L 6 PlOLPICHEERH THY, /4 0,5F —QREICHS b0
EEAE b DN ER N BN,

Iy VY YTEBRBIBT R /4 0F —COon TR, RERERNICHESEINT DN, K
FICBOT, FEREE A 0/ 5F —ORRIFHEEE TEICE 5 2 4 0,¢F —DIR A & AT K
EDEMOKHMREBELBD L LD, DIRVOKROBIEN IR REEDN 2 » v v VERE
BICFET A HRESEL SN,

7wV YOREGRETE, BRERECEMEAREXADBCEBEL, ThH0ERICE 5Tk
HEREENE B INEbDEEZ LN,

¥ &0
Eﬁﬁ,$ﬁ%%%ﬁTﬁ,7vyyfﬁﬁﬁmﬁi/4nﬂ%—mﬁﬂméﬁﬁﬁmﬁmow
WEHZHICRER L, WIhd, BIROKREC R THEBOBENEL - &5, ThRb5D

/ABNF-TH, 2HEORBREFICLZ V27 VHIROBERES ZOT L 2KELEL Dht.

X &

1) Bressler, R., et al.: Cushing’s syndrome and the Guillain-Barré syndrome. Ann. Intern. Med.,
50: 1298, 1959.

2) Chopra, J.S., et al.: The pathogenesis of sural nerve changes in diabetes mellitus. Brain, 92:
391, 1969.

3) Mukoyama, M. & Matsuoka, Y.: Correlation between pathological alterations and functional
disorders in the peripheral neuropathies. Japanese J. Med., 12: 105, 1973.

4) Schindler, H. & Koller, K.: Schwere Myopathie und periphere Nervenldsion bei Cushing-
Syndrom infolge eines Nebennierenrindenadenoms, Wien Med. Wschr., 124: 758,1974.
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5) Shirabe, T., et al.: Myxoedematous polyneuropathy: A light and electron microscopic study
of the peripheral nerve and muscle. J. Neurol. Neurosurg. Psychiat., 38: 241, 1975.

B OIEE S KA RIRE S OBRRRIESZH T 5

HFA i, MILE, EZEBEREE NIER T MRABT*

LVBEAIKMEEE, EHEE, MRELEORHERBEENAHE T BN T 54,
NS ORMMEREEORE OB, ik, SBREKSVTR, ERNCOREENCS I
ODORBEEE LTS, AAbLNbONR MO0 EERN T 3EHK To DEFOLEBRBEEME

KOV TREBREZHICKREZMA .

MR EHik

MR8, FRRAFT~BFOBELE 46, SWVREEMMII3FOESL 16, Zhlisido3
~BETH ot 2FNCTRMERAZRD, MBI SFIICERD e FEEE, BEEMRAR
ZHfT U, H—~E 3tf4, Masson’s trichrome #f4, Bodian 4k, Ziel-Nelsen 4 % fT75005¢

BAMICKRR Lo

# 7

BESL, Schwann #faE: O, AHMEEERORL, SEMROREY, SABOELEDS
HRICODWTENZTNOREORE R~ 04 BECHE L TIR L (E-2).
MR ORI L, 2R oh, 8HIh 6B TEHRI — 1 IKFRT &£ 5 ICEBICHHE
BALBEPAONT N, 1D 2FTHHBERICE > TIEBRHEL ORI DB E L TUL o
Schwann MO8 N, BRHELOPPZ LV 2HAB LTS WEOTFE shz 161% 45 48t 5 #lic
BHONI W, TOREKEDPRDIELDEME -/ HHARSEHERIAPTERL TED,
DD OIRE BT BA AR O EHFMBAOEBRER Lz, THROE6HICENTRELA
BHEREIRD ONT, KBENBEOZ L - EATS, MREH#HIRICCIFST, 2hbdo
MBI T, SO EMBERERN, FEZLBIDON: (K- 2). HEMBEORE L 3E

Y ENEERSE 2 HE
T EYEERER
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£-1 BEIR

Duration Anesthesia

Name Age Sex Type of illness  of lower ext. Neuralgia
M.S. 39 F. L 23 years + -
Y.S. 78 M. L 35 years + +
K.Y. 52 F.- L 38 years + +
KO. 76 M. L 48 years + —
K.H. 27 F. BL 3 years + +
S.K. 71 M. LL 32 years + —
T.N. 72 M. BT 36 years + +
HY. 69 F. BB 25 years + +
-2 REEHNFR
. ~ Increase of Decrease of Inflam- Lepra
Fibrosis ~ Schwann nerve matory bacilli
cells fibers cells
M.S. +++ — +++ — —
Y.S. +++ + +++ + +++
KY. +++ + +++ - —
K.O. +++ - +++ o —
K.H. ++ ++ ++ ++ —
SK. + +++ + + —
T.N. +++ + +++ - —
HY. +++ — +++ — —

—1 FERMER OE WML, Masson's trichrome %, X 200,



I Dot

M—2 IEMEETER SO A Masson's trichrome Zft, X 400,

PICH NI, CNEOREFRRER, ) VY RORBOALS S, HEAMME, @Emus s
HELTO e GUER 1AOAHCED SN, COEATRERSHMBERANAKICE—TERELT
lt\f:o

B

AL bbb}, BRERE DVOTRBEOFZ & L TRLER EELN 2 MR L T ORER
REOHMEAEBRT LE D LA, L L, ChdDREF I, OMESREORBIFNIICHY P nE
R EH o1, OWBEUR DS X THEUREMALBAON, HHMERERIIEALALNT, B
THRAEL DR o0, @RUSHZE(LE L COMBEBEIER, SBOEV 1EACEOTELBRTS
ofe TZORIERRE, HRFORBEIOBHEIDV I LASVREEMENE VT & EEENH 2
DTREVDEFZ S0 R > THEE EAHBRRELONEE LT OH LOIE TH 0, 4
BB BELNS,
AEOhbNDBBRBEEMA BEAR, AEBESEHTHY, BERSHRERLR ChEXE
TH5LDOTRD o7, KEIKINSDOFED, TiRM, &5 0ARBEICH >TED XS 5
DEB->TVEDEDIELDVTORRAREDTHD, COADRIBEBRETHA S0 L
UKL, BEEMELAOERIEE TH Y, WEREXNREDS A TRESHIBE S FX 3
RO, SREBEABRHEFMICNZ DD, FHOEBRR, ZHRE, I 5ICIES, BIEY
BEEDOHEEEELIEBOEAOERATINL, SVOXMEMEKEDER EFEARE LT,



JIQTIEA i
CCEBBETHSD.

F &

ERHEEEEET L 8EMAOLVES (5L, TROMBEEAT b D 5EF) OBEE#HE
FEFARICOVTRREMA 2o 2F1ICHBROBHELLHEBORBEBS SN, TOREIED> -
Foo HEM S WBERMOE D VEATEIRAENRGRD 5. N OOREFEMTRIBERICEK
STEFOESDEBH 708, BRINSKBEHEEE SRBERMAEELE0 XHR LT,
L L, #RE SREFRR LoRERIPEOELGCEELEL SNl

X B
1) FLE, &4 KKCH 5 OORMHREEORBMAMEHHA—SREFNICONT—
B & i, 31 : 403, 1979
2) Rosenberg, RN. & Lovelace, R.E.: Mononenritis multiplex in lepromatous leprosy. Arch.

Neurol., 19: 310, 1968.

REVBEICHT EEDFODR
BFTHE, Bk—th

ZE VEBOBEREDOFE & LTRASEELRS, I - SR ~DHROBREET - 120

5 ik

BB TEEE R LSBT TR 2 e Y EET, FEESISTY, BRIEMIEF
HII2ETH ~Fro FHEE L THMMM & ABBAICH A AR L, BEOBRE T REARRN
CHEE X, STEREES JCBLHERELT - 7o HTRH LY, EBLVAMTO step
length &, ZAHDIETH 5 stride width #BIE L, TN OMBERBICGES BEHAEL, £2T
s FTDOESDEINEL BB AEHELL, FEERHEET 1. ELCHRRETHE, MR
TTE AR OEM LA RETOEOHIEARE X—Y La—FiCRE L, BBomE, REBTE
B, ZAERBoRIF/ELK.
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O FEERE

w 2

BN e BRI ERBBEBICH 4 iICEE L, BT 2 L, STHETORED, KBEESOFHR
KDBE T, hWROBH SN BEF T, HT0 stride width OIRXS2& D13 130, AR
D step length DBEVWHEFH ICREIN. BRFRLBOEEZCLHORETE, NER
DEEBHROEFICHEHNHRBED b, ECHERETE, BR (EC) LUBRRETE
OIF1BPIFITHITH 720 MOEEB IV NBLILOBLEEZRUCEFA I ER T176 114
(64%), REBITERET 9H (52%), 51 ~ D IF NETLOR (8%), L ~ORENIETI3H (76
%) THotoo MAHEZICLZSTHE LECHEHERLELOLER TR, HTAMTOUE
EHOREALIBELEE T OHREEZR L (KD,

£ B
% ot " 2 - RAF (B)
HOBRE I &0/ MNNEERE O — 8T LI B enster
SR N
B, AR 'iﬁﬁ@&%ﬂ”ﬁ%ﬂ%ﬂf, BB & B FT (4) (LECIETEE)
O %L (1) (V:ECITtFEE)

i3, BHBRBECLOHHEDL S ORLEATD
ZERRHMEA LD, TONRBF L OBEICH
KED > T 5% 4H, BERERDS BB HD
VEREEFOEFICHREE LAY ZEAMBL S
Nz BAREEZICID, OH#ELD ORLHE

A ~-10 ~10 ~% ~50 kb

ANORMIC S DEH BN OYEES 2D, OR B08EEN LV E
NEZDbOBEFOBETHEICHL TS L 2rea vithout ED - area with EB

ELONBN, WAOBEEGHETANL B M SMONEE~OWAHEE IC X BT
(CEE U b R A ST NS T e, e EOHRRSE
QOHEFOLHE LM NS BAEHHRE DEHA TRENFLEME LY b RMIMHEE L
REBE DRSS LiE, FRABESDOANDMINAIET LIl - ST~ OHE LB
WOSH B LHER ST L LEIRINICH, —BONMERICH 507 3E 5 GRS - STH
ORERLENT, ZOUFREALBNBETH 3. AT YES TUIMMKRE LAKIC, HOH
3 1C XD I X OFOEEAT HEINT B &HER S 1B 05, AREK N REEREE O 7o IO
ERAEBTRENE SEL N, HEHHOBEIC LS M NFHRBFOEOHHEN S 5,

E )
AEVEEDERES 5V IIRBMICHAETERE L, ST LCEOHIERE LK

L7co BAFICIDHRERY 2EARMBRBESHOEE KL, ABRIMOEB % follow
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bf:({\&%iflﬂao

X #
1) EFTE fi: MEERRCSTIRNTOHREFICoVT. H2ARBAMEESRSDERE,
1980, P. 203.

BHoR FO7 4 —EOMBREOYELFHHE 1 KROHOLE
HHERF, BEH=, K0

Mmmwn%%,wm&wﬁyzbn74~ﬁ§%@ﬁ@ﬁ@%§%¥ﬁﬁﬁ@@ﬁﬁ%ﬁ%b
TLE, 4BEHYR to7 4 SEEFOKRMEKIEEICONT, BAREINFEM T 5N TH
tro UL ULBTEFICLDRMBROHEBRROLKLEL BRRMEROFEBRILE 10D, SERR SN
PROBKRERBRKRET T2 L IRETH 2 ARHMEREOMELIZ, ORMEORELD, OHEM
BEOEE, BLUORMEBFESE I TONE FEOHETH 5. @REBRME ICLME L EE
LARIMER A2 254 &, ROREEBRBEET 2560 285 5,

BAlFTEEEOMK T LLOB LU TRMBKEEICEEEZSANOERERUIKL LIz, €
OBEHRAERVT, BEFELEFZEORMREZME L, SHEREER, RMERFEEDOLBKREZT

-7,

EBRAE

TR MBR JE BRI WOl 2 1S IR AR 327 i, Table 1 WCRT 7T RMOEHE T, 7 MR OREHRE K
UZ0EEOEER (1% glutaraldehyde ) %fE>7co EEBRALZ LD~ VML, BRIC
¥4 & EERICANKME % BE Uiciga &, RNKESER CHER, B CEROBEERTE
ELBAD 2B OBEEET 7o EE LARMRBBAE, BRALEETOPL-Pd T coat
ng L, EEEFHEMSEAELER.
EEORMBLEESBE LIRS, TEEOERD DBANRER (Alsever’s solution ) THRIM
H¥eHsH & £ OB K OBER (1% glutaraldehyde ) AfERR U7 o [fl# & Duchenne Bf ¥ R + o
74— EEESL, BLUREA—ESOEEMNBE 4ZXD ~/Y YR Uico RIME &I
EEERICANEE L RNEEE 2184 &, ik 6 kH 4°C il L, FRmERE kg EE L
FEAD 2B OEERMBKEE 7, BY S— 4308, EEBFHEMBEAOT, HARE% 60°H
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I FroegiR

LTEE, BEREATH -, I OXKLABORKRMER, BEET2HOFMRENFHRBETHE
EL, EABHEBLOMEETE -7,

FRIMERE % JERE (2 Bessis %Z)OJQﬁGCﬁEb\ echinocyte I LIk, stomatocyte TRl EDOE L% R
e Ltzo 725 L Table ] TREER (discocyte) IARXREHEL LI L, BERMDERO BB
EBERDI N+ RO SEB, N+ 7z E S EEH0% N T 100 BEOCREEF N RRL
AN ARIMER L 600 ELL L 2% 2 72,

#w R

Table 1 IK/RG £ DI, MEREIEDLN S Alsever B & ) YEBEFH KK (PBSH) thok
MBRIEMERICEE LLBEA S, EHEREE LB REREORBESEST LS ID -
fzo UL LERMEE 4°C TUBR &8 T 5 & PBSH)IHDFRIMIRIC echinocyte BOBHEZ 7. L Fo
FER, Alsever bt - & bRMBBEBORE LR LIL T EBHE -7,

ZZTEBEORMMFELBES 2101, Alsever HEER Lico ZOE% Table 2iTR T,
BHELOBREFEORMEKENEBEDO DAL SOOTHBOEFRIELR L. L LEFEN
REOFRMBREEHENBRICEIRD SN o720

) YRMOMBE R OFRMBRAE FFEHE THE L s, BF L BEORMDBEEDE
BE-(BDonEd o1,

E =
 I9TAFLIRBIE  TREORMBBEREOFR MR 0R, TNENOFESICE > TRE
OB FEBRIL - TN CEBBEERRRDOV EDTHEEEZL SN B, TbBRMERDOMNE
G, RMEROE~DRERELECL, TUOKBCIAREEECEEL TV 2UHERD
%o

AFE TR, TTRMBEEIC, WBEHLEBCLZEENTE 2RO EE LT RMERNE
GHERBUOH L. OB T, BB LHBEOFMBMEES HEHRE LR, mEMIKEE -
feCERBED SN -,

MMa%ﬂﬁﬁMﬁ%%QpHﬁﬁﬁ%%Nf,%%@ﬁ@ﬁﬁEﬁﬁﬁ%@%ﬂKﬁprH
DEAEZG R, REREOHBEBENT 2 & E2RBITNE, HFiCE pH Tid, stomato-
cyte EINT B2 2 2R L1co Lis LABIRICH O 7o Alsever # i pH6 Tdh 545 ZDHICE
H#LUKEE, EEEORMERIZ, E% discocyte 58 L7z . stomatocyte B I3 %ICB £ -
720



I FregiR

Tebie 1 pH Osmotic pressure Occurance of deformed REC
m osm/ | in solution

Fixation without Fixation after

washing washing
Plasma 7.3 290
Alsever's solution 6.0 3N + +
e ERA e : L
1/15 ¥ phosphate buffer 7.4 150 ++ tHt
0.9% NaCll 5.5 284 ++ 4+
Ringer's solution 5.5 288 + +bbt
1/7 1 veronai buffer 7.0 348 T4 +

Table 2 Dercentage of abnormal oxythrucytes in Duchenne patients and controls

age severity of  fixed immediately in G hours
the discasc 1% glutaraldchyde solution  in Alscver's solution

stomatocyte cchin3cyte stomatocyte echin?cytc

% % % %

Controls 18 4.2 3.2 3.2 3.6
10 2.0 3.7 4.1 1.4

9 1.5 1.8 2.7 1.1

6 8.0 5.3 13.7 3.5

vachennce 13 8 5.9 1.1 2.2 6.8
17 8 3.1 0.1 2.6 1.1

14 8 0.6 1.5 1.9 2.0

12 5 1.1 1.0 2.3 0.7

9 5 3.9 0.4 6.8 1.3

# B
EHEFEMEEBE LB, Duchenne BHH YR ba 7 4 —EEE s Ey REORMEKEEICE
BADONLEL -7,

X

1) Matheson, D.W. & Howland, J.L.: Erythrocyte Deformation in Human Muscular Dystrophy.
Science, 184: 165, 1974.

2) Bessis, M., Weed, R.I. & Leblond, P.F.: Red Cell Shape. Springer-Verlag, New York, Heidel-
berg, 1973.

Miller, S.E., Roses, A.D. & Appel, S.H.: Scanning Electron Microscopy Studies in Muscular
Dystrophy. Arch. Neurol, 33: 172, 1976.
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I et s

oA bO7T 4 —EOHIREOMEILENHE 1
TRINBFEAEDERFE L

HTHET, SRE=, ZE—H

Duchenne Y2 tu7 4 —ERFORMBREEY, EEBEOSOE T oo EMRB T &4
ERRICR LI, T, Hivx boy s —EEEORMKEECET 24 20WERRLY, 280
MR, ZOMFEEHE, MHEABBEEAOREICL - THEERAELEL, AP EEEOR
MEREFESTTRESF L LD CHRSNE, TIT, BEORMMKRERICATBIELHORS
ERTENPESpE, RMMEEBICEE LT, SBEOZN ELE LS, BBRMRK
ERESEIREERE 2BHARY, T ORBEED CROHM EO L HICENT 2h, 6 BRI
BE-T, TORKEEEEETERE THEELL,

EBRAE®

BREEREI TR E ) YBEERIEK(PBSH) Cak Mg &) A /8 L7z, Mkl Duchenne
BHYR o7 4 —EEETL, EYA—EF0EEBFRBETLLY ~/°Y VRN Lo, 210
HRSABOTN TN OBBICHEL, 3ERKEET- oo ZOH%~< b2 Y » MED, 10~15%
CRDEIICHRESH, 4 CUREFELBEEE Lic, REMERI2UMBEIC, 6 BRIICE - TR L
oo FRIMER DEEIIFEICHER Lk OEER (1 %glutaraldehyde) Tff - 77 B FBAMES
BARTER, BREIMLEOBOT- 700 —HK 1500 BULORMBRA KL, FOREEHEED,
Bessis %' OFHIC#LY, echinocyte I, stomatocyte I Bl EZEBHEEE Uiz,

=/ B

K 1E 72 EFOFRMIRILEE ORBEE LA TRT  BHERASRIMER @ stomotocyte %D HE=E
%, 712583 echinocyte MOHBMEAERL TS, Kb LR35 L HICEE & GBERICERE
REORBHEICETIRDONEN -7, T 6BHETHRMBKETEL OHBERIZED - 72,

B2 3R mEkH Ca & Mg & TPBS (HICHLE L7k OFRMERAE OB E L AR o FRIMMIK
@ stomatocyte ORI IEE, WHBE ORMERIMCE B LT & FEF I 72, —F echino-
cyte BOMBRE, MEMICKESDELA Ui, MEIKM &I echinocyte DZEEFE At L 72
B, BEORMBOANLOE  OEFHBRAETRL, 6 AET, WIOBIZE LI, Thizh~xt
REQBEICBE B>, TOXII Ca BEENBPBSH B TREE ERHRBERMERII,
echinocyte EOEBEE(LICKXEAR LI,



I R

£ =

—ICHRMERADATP L~ovshs, ERSRMBEELRSC CEEMREAEZRLTVE L
BEISEN T2, RIMERANDOATP #EA 3 5 & echinocyte BUCER T 5, BF & MRE ORKIMm
#]ic, echinocyte B OB MBMENFEFICAB A>T L, TAXNEIET FOEBEINT
WA DIERBBAHORMIRIL, COBKPTATP B4, MEHARET, 2L NBERMB
£y, 6 HMOREFPIEEREZR ST LNk EEZON D, BB LAREOKRMKERE
BHERICENRTFDONLEL > &3, lgsuE oY oy 4 —EEEDORMEKD ATPE
H, HERNIEEEDLTNEEBIL, LOBREL—HT L,

—APBS () h O EE & BB ORMBRFLREORIE LI, M2IREN S L DI echinocyte
Rpshen Uiz, Z#OHMERIC, BEENBEMICASNEL4 U, B & NBE OFMBFRE
echinocyte ®»&E (WA LT &3, FMEKACCa MHEREY % LechinocyteBIZIL 5 &—fiC
BHLNTNBTEMD, Ca BATNBPBS(H T, RMEKAD ATP BEBE SN S LI
Ca OEBEMEULLOLEEZONDS, HBEHICENTREBEMICES ORMIRICE { Dechinocyte
BB LI-C s, BEORMENIK Ca MNHEAL, ERINENL-7CEEZLRB, Chit
EEEOFRMEKICE~ Myotonic Dystrophy B ORIMEKAICCa HLOELEFEEINB LD
Plishker % > O#®+ —%7T 5,

E )

BEORMBIIAMRIBEHEOREBEZ IS T 0¥ 5 12,

TUZRNKEHT, BEORMBRITTBEOLO LABICFEERELRSC ENTE,

BEMICEE L RMBROREEFLORBERILT (RBE EENE N1,

Ca 8L PBSHHBTO, FEEFIIE ( DechinocyteHEEL, WREOSDEKELE
oY N U

L% CONABREZHFEZIVECERE, HBCENFELRAOCTRANTACTETHS, 2O
CEFBRBOMRBEOUELARETZ2V0E2OFBNDENDZEELLND,

BEOMBERE TS -2, BURBHRHERE ARMGEEE4E, SREOMBCHERM TS -
T HERZFERKE @FTFEECBR#d s,
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U Bt R

ERYTHROCYTE IN PBS{+)
(pH 7.4, 281 mOsm/lit)

100 r
o DMD (7)
A CONTROL (7)
~—  ECHINOCYTE
----- STOMATOCYTE

ERYTHROCYTE IN ALSEVER'S SOLUTION
( pH 6.0, 331 mOsm/iit.)

APPEARANCE OF STOMATOCYTE & ECHINOCYTE (%)

100
© DMD(7)
CONTROL(7)
— ECHINOCYTE
STOMATOCYTE
50

APPEARANCE OF STOMATOCYTE & ECHINOCYTE (%)

X @
1) Bessis, M., Weed, R.I. & Leblond, P.F.: Red Cell Shape. Springer-Verlag, New York, Heidel-
berg, 1973.
2) Igisu, H., Mawatari, S. & Kuroiwa, Y.: Erythrocyte ATP in Duchenne Dystrophy: Effects of
Ouabain and Propranolol. Neurology, 29: 992, 1979.
3) Plishker, G.A., Gitelman, H.J. & Appel, S.H.: Myotonic Muscular Dystrophy: Altered Calcium
Transport in Erythrocytes. Science, 200: 323, 1978.
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I HoemE

#HEE - HIERBEDEITSH — Duchenne BHIRXPOT 41—
EDHE —

BEEE, MERT, HETE, AREE] BnER"

HFITOBTIC DV TREAHENEN LSO E7 2 FL— PIL2HZENR SOOI TES
FICDK > THRRRADBULINT D, bHbNBRESTOEEN/5 4 —2D1DOTHBHE
RACEBAL, & ORRAFEOL»ORBRI7S%EL5 L) & 0% 8% BT Duchenne B
Z o7 4 —-ERBBEOSTHNERL T,

SRR TH

10F g2 @ ambulatory phase (BEAGEHFEIERE4) OBEHRAFT D Duchenne HfH Y
Zru7 g —JEBESZEMZRE LT,

KR NER O 1 OB XU E+ Y ¥ — EHEOHES L CHRBL VK-> TS, [Fo 4
FH:65~85x35X 6mm, ERIIHBAH T LNE - BETHD, HEICHER OHEICEA
S, WEEEOHMEOERNDOHTIBAMRTHY, 7+~ 7 -t HFREF LB AND B,
ey —DoOEFTRT VA-2ILLOTEREIZE SN, Duchenne B2 b o7 4 —
FEEESLVEBE LTORERD, TOXBLEZ L THInE-> tEROTESTETIL,
CORFDOKRR N ORRINELEEEE L, oL,

# 7

BEEOHTRERADIHBEHRRAELL, AGXRELWEOFEBELIETNA Do, BEH
OLEFHEREHETHY, BIOE— 73 heel strike BOBBEy+—m5DHII—FKL,
#BOY—7d toe off BOFIB Yy —hoHAIc—H L. BIZEEERDNIETHICEC
DRIBROE— 7 fEid—H L 1,

Duchenne B ¥ 2 b 0 7 4 —EBFOHTEREERRAE, VThOEFICENTS, BRI+
=D OHAPBIITNE (, 2RRAFBEEALFR LV —L5DOHITTH 5 12,

BEERELEDLDNESTHOIORT » 7TORRIAEEL Y — ORAFEL D AEHEAE LT
ERAE TR &, DuchemeBF VR bo 7 4 —ECEHAICIE, BEFOBAICHLLT, KRA
REOAHEOT, TOKPCBOTH RS TEANSH - 12,

* E I RETRE
* % U A s K2 R A 25 M B ATAT
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IL 7B E

EELELYD

S A EREEORESTORICHB SN T A, BRE,SVAE, RVICEMEI G
ORLBEHFEAE D TREF I LIS,

Duchenne B U= k0 7 4 —JE DAL » HFTHEE 8 ~11F ObFHHFE TREITET - BT
PEBMBRON, TORECTPLYREES (LRBAD) B LUHITHSHTTE/RT, Duchenne
BfIZ2 ra 7~ ElH-TiE, TORBESTEEABELBRENS S,

DO SEIRE DA BT 5 70 OEBI783 84 A 0T Duchenne BV X b o 7 4 — 3
DFFTAT %2778 - 120 Duchenne B Y 2 + v 7 4 —fE T4 ambulatory phase (Z{3iE & A
ERENMAEZLD, 27 9 7HEOENPSERADORBOAL ST, BBV T BDONI, &4
BCOERRAER Y 27 £ld, HYR b7 —EBEOSTHTOMELHEE LTHA LS
%,

3@t
1) BIBER, S BITRME O ORR EREEHREE, KRAEFLEERLE, 15:
487 ~ 492, 1977

FrEmRED C TR

SAm, BLBH, T KEE| SR NEBRF

BT At NRE D RS IR R BL OB R A RER A BIEESL BEATH Y, BENE(IZ-VTE,
FNEESERZBROTEELEASRISATVEL, bhbhid, EMMREREZET 2iTH
RIEO CT IR TTTICEE? Ly, 4B CTHR EB\KRZEE & OEEIZOWTET
DB & MA TH T,

R &k

5B (B3, 72), EHIFO~5FT, FERERRK ORI 1 ~108, FESRM,
WL 34, FIRASIRER 2HICH-7 (F1) o THhODEMIHL CTREZTEVR
1 RT & Sic brain skull ratio XU, MEHEARICH K &0 5 8T Dcortical skull
ratio ZRIE L7z, 754 control & LTHRKHEERERDLTVFEED 3flEzabE TRET L
7o

« ZBEBRAFEF IAR «xHumafmEaR o+ EHBRRFEIAR
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I B

# B

A) brain skull ratio: MEEERFEER® 1 EOEMICEB W TIE control FHEZRIB DL
S5, 2L FEOEFICENTIEILHE index NEM LML - TEBY, REOLANED G
fro MEOL K EBBEROBEILEINL LD E2E 0D - 12,

B) cortical skull ratio: (K2 A) FAFAWMMEICHT SMEEEE TIE, R 20
control B LIEMERLTED, TORFHBREEOREWVEMCERNTHS L0 D@L
Bohic(®2 B

£ B

19504E 4% ® 12 non- Wilson B OMFREEAWE L, TOREHRAEAZELH L, F7cSherlock
SIiFEBETEERASHE L, Tha portal-systemic encephalopathy & LT, % ORNIERFER
OERZTAMK Y » v MIRD I,

BRFISHIORREEBEE LT, FEM 1~ 3 THHEEE L, FEF 4, 5 TEIFAFIRBERE &2
Mrahnitc, WINOEFMICEBOTSHE ammonia MEAFL - T ENEMRUTH 70, 4
KEBA DY v v MIRUEARY vV b Tho18 D SERIICHBLTOS A1, K
BIERSRIE L TLEE, BEMNEL, &4 1 ~10F0OM, MBERIMBELTNEIETHS,
CTHRRIZEWVWTHEH, WINDOEMCOARMEEDEREMEDLEANSL LN, BI/NMEOERE
BB ELbDbH -7z (M3)e CHNLOHRIBBEORVODOIKENRTHD, MHRRICL HEAL
DEEABATO I, LeB->TCOCTHRSE, IREEOKE & OIS ORFRLNS 5
DEEZ LN B,

FFERIE OFEBER L, MECEIRABETHEL M, —RICEIABBEELICE IR LEINTSE
b, CT TR OA THHME OMBIEREZHMTI2OERETH L, LrL, HRIEFAOL DI,
EERCE - TNEREETZEMICBTIDOLI>NUCT LOFEENEESED S AlddEE
KHKDOH 2 ETATH B,

FFIHE BOEMTFRICHOVTE, HORESKRELERELZ T o0, ARAD L D ICERBICDE
> THEEREZBETESZEMEIH IS ELVD, TOLIBEMCHLTHCT REABE
TAHIEE, PRMBERORALZEBLE L DA THEORISDBDERDN S,

ERP )

FrERERTRE 1 ~10EOSEFMICH UK CT FRE®RE L7c, CTRTEHAMOER, HEOD
TADEDONIZ, CHEOREOEFEIFRAOE & QIR VEAMSED O, FHRNEDORZ
PRBIECCTRENGATHZ EEZ LN,
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=1 NFIEF
Period of S
Age Sex encephalopathy Basic disorder
Case 1 40 M 1 year liver cirrhosis (non A, non B type)
Case 2 55 M 2 years liver cirrhosis (alcoholic ?)
Case 3 54 M 4 years liver cirrhosis (Hbs-Ag positive)
Case 4 52 F 8 years P-V shunt (portal to renal v.)
Case S 50 F 10 years P-V shunt (portal to hepatic v.)
" —_—
i
- B
1A
¢ A
7 - 5
A C
": A 7 C

(A) brain skull ratio
l.bi-central A'/A x100
2.bi-frontal B'/B x100
3.bi-caudate C'/C x100

(B) cortical skull ratio

brain cross-sectional area
intracranial cross-sectional area

x100

M1l & % &



I Pt

brain skull ratio cortical skull ratio
° ° 901,
X
30 o 40¢ 20+ x,
o 85 ]
o
° ° o -]
o o 80
o
X0
®
0 x 751
* . *° [ L]
204x 30 1013 70
o
= . T LT . L
5 10 5 10 5 10 Z 4 6 8 10
bi-central bi-frontal bi-caudate
A B

X2 HeBEsIvavio—agE# (XH)D brain skull vatio & cortical

skull ratio

A B C
K3 fEF4DCTR*EY
A BREDES
B :NZEoA, AEIZL2EIClow dencity 22 LTV 3,
C /MRICHERBADON S,

X &

1) Sherlock, S., Summerskill, W.H.J. , White, L. P.et al. : Portdsystemic
encephalopathy, neurolopathy. Neurological complication of liver disease -
Lancet, 267 : 453, 1954.

2) FAM, KEZ, NMNRRBEFEL  FENREOKCT AR, BHREME 19 1 527, 19798).

3) BEWAIE - FFRMEHR B OBBE, Biigst, 51 - 245, 1950.

4) NREEF T, FAM, RINEZHD - EEHIRPIIRASIMTEE % 2 U/ FF 4 PIAREAZE R FIAR
JUERED 1 41, FFB&, 19 ¢ 789, 1978.
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I HEEE

1. BIRM—EDHH

ZUWIRBOMBRIFERR 7 ) —= v 7 BT 2 AL, BHRMREEOBNICKEIHER
BEEOMRBROMAIC 2 KBlE N5, FIZEOHEOHPT, SFEDQRRE LTI ET 7 VF VE (%
FEEFRBEEETE) 0227 ) —= v/ Dtkbhd, BEBEE (ETA L) OBINEG
bhd, 7 VFUERAY ) —=vid, BTHASETREBELCES DT 28, BKTR S
FAAL/T w4 (RTA) #AO2CEDBMBETHY, COFFATAV V=TERIBHCL
OHBEWD, 7 vFVERS ) 2 v SOEREHTF V5, £ TONDNE, ET ARKSET
SHAEDOR 2 ) —= v 7 OREER L, (HFRTBMEE « MAAER T2 Z Oft &3,
FOV 2l b F— AR UEEST - TR, MEEK, <227 Y —=v7 & LTHEMEE
75, El AOBNICHI) Lic (B - A - INEES) o RIA TROWILF VERZ ) —=Y70D
BRI, SERMASE TR LEL -0 THD, Db OB L HER, #HRE
HICLDRI Y == v 7 AERTL20ICLANKEL2SDEREbN S, BHIK, ¥4 uF v (T
DE T ABEOBIOWEST-TED, TR TSH - Ty ZKETATRZ V==V 7 %175
TEBHREILNLEEDEEON S,

JUVFVIEDRS ) = VKB LTI, hraTREINL T &b hEE, bbbt (A
L - gififh, 1975) O TSHEIEIK L 2 HEEDHEEDHCH, BERONIADBH -7,

bhhbhid, EFHARE-ABALEZZSCEIHEAIL, ABLRECOSDVWTTSHE ThZ2MEL,
HEOELELEL, TSHHTRAEAERL 7 LF YFEO—82, T.ETRREEINECLE
foLdpdte (AHS) . COMET—2—KEET0T, FLEHEEI VFVERS ) —=vie
#FH(nFE, 1979 9 ) KELWTRIZVFVYERZY —=>v7E LT, REFTLLHOEF, TSH-
Ty ORBFHERL D, 1EA#EsETE, TSHENSEI LT EDERIN,

bbb, MCOEDTFT—~ 2 -5 TE-0IC, A—BRETORKBUER 2P TT-TH
D, FLRIAKXZ TSHHEOKEOMESIT>T %, BAEER, ERCSHEERER LD,
JUVFUERAIY) —= VS OARERERD DT, bbhOENNIEENRITIE, TEHX
7)) —=VSESTHERLBODEEDN S,

FAERR7 ) —~= 7B LTR, brEOKEERE, BRACRTS, #—0bDELTH
CRERE N TS, B, COBEERDEEZER N, 28R 7)) —=v /Y& —OFif
KEOEEEBAT &K, 24ER ) —= v 5w v 4 ~TOEMO B BBKITDNTDERBESD
MET-T 3, CORDBEFRLNBEEZRNTD, T/ B- 757 —2F0MEINERILL,
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W SEAM SN BB EREOST AT, &Y o) YIE, &Y Y VIERESRRL T
5 (BRME - BH - GHS) , HCOREXSVTIE, BALAREEHS»SREIN T AT,
&FLOBMAEBTN 3,
REWBEBEOHREMELLTHE, F4hE, v —F -5 F 4 77 8 KAV IEEREE
saw 574 %L, F-SBOMERIIEID Lic, L—4 -85 lEKs u~ MCX DK
BEEBRERALAOE, HATHHTTHY, BFCchERANT, 7Y, T/ BOBHESS
FHEOBMRET -T2, COEBRSREL, HAYEOERSIUSAL I 25D TH 5,
$/-8E, HEoR, T/ BBHEEEEAELL, chExRVT, 71/ BAFESEOW
EAETD &I, IDOREZEOMG T I S BERICOWTEREETY, IDWRET, ol vy,
FaIY, 722-NTI3=VBNETFTLCEA®ERL K, BTEEKRE OBEEDWTORT%E
T-Tb, COMBRITERD DROEMZENZWHBEORICHFSL>5bDEEbN b,
(FE bl
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2. BF % # &
A iR X
a & =

1) /N, BRI, KL ES
7y MEBO L RBRWRESGROMEL BB ICKIZTTERIC ST
& FZE, 11 : 285, 1979

2) B
FTERRHBEZ OREAR
BAKRIMSH#SE, 83 : 435, 1980

3) Kato, N., Naruse, N., Irie, M. & Tsuji, A.:
Fluorophotometric Enzyme Immunoassay of Tyroid-Stimulating Hormore.

Analytical Biochemistry, 96: 419, 1979

4 ) Todoriki, H. & Hirakawa, A.Y.:
CW laser Fluorometry Using an Optical Fiber — An Application to High Performance

Liquid Chromatography —
Chem. Pharm. Bull., 28: 1337, 1980

5) Todoriki, H.. Nishimura, Y., Higuchi, S., Hirakawa, A.Y. & Tsuboi, M.:
A spectroscopic study of Hydrogen-Bonds Involving the 2-thiouracil Residue.

Bull. Chem. Soc. Japan, 53: 1881, 1980
b F =
1) B
SERA B R,
AR MERER, 1658 , HuBMII, hEE, &5, 1979, P 77

2) MEEE, mF
NAWEE—27 V¥ viEAHLE LT—,
B MEZER, 1658, BBmM I, fEE, 22, 1979, P 159

3) B
T/ BRHER.
MER Y (BRI, #, E&EM) , EMIR, &, 1979,P 180
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1) B
HERRRAI Y —=V 7. BEERETOTH.
EEAROHRA, 31 1 1319, 1979

2) RREEE -
SRR EE~ 2R ) —= VI —REE(N EEY DL,
Technicon International Symposia, BA&T 7 =2 Y4 @ 120, 1979

3) BRMAR
REAHEER ) —= Y OED O,
#o0E B AEERESSEE 1 1400, 1979

4) BHABESF, KBS -
LHEEERORBRA « RWEE—FARR I ) —= 72T,
ANREA, 431688, 1979

5) AHER., KB
FHER<2ZARI ) —= v TOERERE.
/NBF Mook , 9 11, 1979

6) ENBEF, FANEE!
LV —EE— L~ — OEEEHF~DEH—.
sER, 7 (4) :75,.1980

B # & % X

a HHEE, YvRIUL

1) mEgEEE, AHEM, RS, ALE, dEX:
TS H OO\ IEEERBEREE.

&4 EERRSOMTLEY v R Y A, IR, 10. 17~18,1979 &K P .
136~139)

2) B -
RREFEOTH - BRRHRE R ) —=V 7.
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BREZSyyRYva, HE, 4.8, 1979

3) BRiEE -
ERRBERESORYZH.
HREF Y VRV 9L (e VORFELEFDEE) , FE, 11.9, 1979

4) BREEHE :
TVvFYEZRS ) —= Y TEBERXRORE.
BITERBREER 7 Y —=v I RE, A¥X, 9. 28~29, 1979

b EHEEsS
1) Naruse, H.:

A nation-wide multiple screening including a Hypothyroid Screening in Japan.
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SR RREEETIE (7 V7 ViE) 3, BRfiREATORohE, BRERTETKRETH
h, RPRAENEINTO, 1975FAL, RESICLD, 79444/ T v&4 (RIA) %
AT, BEmPoRRERE v E Y (TSH) OAEESHER I, ehllk, BRMEKIC X
BIVFVEDTRAZRI Y —= 70, EAMANCT OIS X DI 5o RE TR, HM4F
EXO TSHREICL B2 vF VEDRY ) —=v7h, ERRBEERI ) —=v /T a5 L
W mA oh, TERUEEREIN TS, Larl, BEOTSHAERIRIAZRANTHS
B, SVATAY b —TERICEIEROBEHEOLENE, BEEYOME, FUREN, SHmTEkES
DBNRELE BAREEADDPA TS, 05, RAETA Y b=72R0EVEKLESDOTSH
AEEORRAET Y, BEAZAEE (E1A) k3, TSHAEEZEYL L,

MEE Ak

EHEEERE LT, A Fv 4 —+% (HRP) , RUG-# 77 ¥4 —+% (f~-GAL) =M
Wi, BRI, ERARBEE R ) —= VKAV SR MEBEREB O, BR 3 md MK ERK
Wik, XIIEEMET + 27 2HMUCHRT SHYUAE A, —&RML%k, TSHEBREEG SE .
EAKE, Lo F 16G FkERBZIELE—XE ML, SLE—HRIGSH1, E—Z% &L
Pk, C-XICHE LABRELAE L, SiEige s TSHEARE Lc, BRRINOEHEIC
i3, HRPIKF5 vV, g-erFodxvrort=vEp, A-GALIK4— 2 Fru )72
W= B—=HF 7Y FEROEK, FUENOFIRE, K1, 2R U7,

# B

1) e - HRP XU -G AL ZRV I EERGF X — 3R Ui, 0. 054U/ assay
tube T, B/Bo #85~0BI T -1, MENOERIEI 4~10%BTH - 1o

2) RIAEOHE : #ROFETHIRIALHR LI, BREAEMUREEAR U, E1,
BEERIICER EBDNAREKT, RIAELELIA (f-GAL) OHB%E L - -DPBK—4 TH %,
17, EI ADBBELOKI R ABERE ORIEKDSDH 5 55, *Eﬁaﬁ%ﬁci 0.9& 2T OMBEETL
7o
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X—1 K—2
Procedure of EIA for TSH Procedure of EIA for TSH
using Horseradish peroxidose Using s-b-Galactosldase
+ TSH Stondard discs
or speclmen’s discs 2 pleces + TSH Standard discs
+ Anti TSH rabbit serum 100 w1 or specimen’s discs 2 pleces
Incubation at room temperature for overnight 1 + Antl TSH rabbit serum 100 vl
l + TSH-peroxidase canjugate 100 »1 Incubation at room temperature for 24hr
+ Second Antibady coated poly- + TSH-g-D-Galactosidase
acetal bead 1 plece conjugate 100 w]
Incubation gt rgom temperature far 4 hr,
Washed with cold Phogrgﬂate buffered saline trice + Second antlbody coated poly-
J acetal bead 1 piece
+ Phosphate buffered saline 300 ul
+ Washed bead | plece Incubatlion at room temperature for 24 hr
Washed with cold buffer= pH 7.8 trice
+ 5mg/mi HPPA® 50 vl BUFf H7.0 250
+ .
+0.01% Ky, 50 ul urrer o vl
Incubation at room temperature for 60 mln. under shaking + Washed bead 1 plece
+ 1,25% XCH 50 wl + Y-Methylumbelliferyl-_
* 0 s-b-Galactoside(3x10°%M) 50 w1
+ 0,5 NaOH 50 ul

Shaking at 30°C for 60min.
+ 0.1M Glycine buffer pH 10.3 2.5ml
® HPPA : 3-p-hydraxyphenyl propionic acld Fluorospectrophotometry at Ex 360mm Em 450nm

= Buffer : 0.01M Phosphate buffer contaning
0.1% of BSA, lmM of MgCl,, 0.1M
of NaCl ond 0.1% of HaNg

Fluorospectrophotometry at Ex 320nm Em 405nm

B—3 B4
— 3
B/Bo
o
10
Standord curve for TSH Correlation between the TSH values In
90 \' Dried blood disc cbtalned by RIA and EIA
80 \3 ulj/m] .
70 &\ 100 o
60 @ °®
50 \\ 50 R ° e ® @
Q. [ ) e e

4q \ \ ®
3¢ @——e HRP © o 3 ° -

0—0 B-Gal \o @ 20 =20
20 = r= 0.9
1d u °

hd 0.05 Ell — -

. . 0.25 0.5 1.0 2.0
TSH conc. wl/assay tube 20 RIA 50 loouU/ml
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Z £
HRP RU -G AL »E#ERE L, EI AZBI L7, BE3mOMEBEEEKT « 27 i,

WAl oMK E&L DT, 0. 054U/ assay tube # 12 524U/ ml &£7115%, 7L F VIEDHA
BT, 1002U/ml LLETHD, 22V —=v7DCut off point I, 20 4U/ml &£EZ 5
NTNBDT, CORETTHUETRETH 5, BHEBERE, MEICHEX, LrbRPBEIXETH
5, BNESBSNL, RIERRZOT, BLUERESLEE LT EONANDH 5,
RIAVADFHET, 4ul EWHIHMEMETLLERMEFOTSHEHME LzOR, HFT
b2 ZDRERINDOTHY, FlIE7 LVF VERZ )= VI LBETRR UM REIK
BhH ot 7 VFVERRBREFESE, LrbHMEALETRIARELTOS LT VEEOH
BAEMZTCOZ0T, ZERDOHTEL, BRBLRICENWTS, JVFVERI ) —=VIDE
BAEFETEESDL, LpL, RIA ofAN, 2HRNEROKRSTREICT - T, ©
NHONOBIL LKL ZOELI ARER, bBEOSELT, HAKETO, JVFVERI ) —=v7
DERERDEMENL LI ZDOLEEONS,

X E
1) Irie, M., Enomoto, K., & Naruse, H.: Measurement of thyroid stimulating hormone in dried

blood spot. Lancet, II, :12331975.
2)Kato, N., Naruse, H., Irie, M. & Tsuji, A.: Fluorophotometric Enzyme Immunoassay of

Tyroid-Stimulating Hormone. Analytical Biochem., 96: 419-425, 1979.
3 ) Naruse, H.: A nation-wide multiple screening including a Hypothyroid screening in Japan,

Proceeding of Intern. Conf. on Neonatal Hypothyroid Screening, in press.

4) MEEEE, GHEM, REEs, ADLE, dEX  TSHOD WABRRERERE
EABMAERBSOSILEY YR Y v L 18%E, 136~139, 1979

DUFVERARD Y= T OEZEICT SHAEERDRKS
HE W, BF BR, k@ &, AL =
ARSI B A R~ 2 27 ) —= v/ AR TERE WV B0, MASMEEL D%

T PR EEETE (7 vF VE) BREBEECMD -7, i, BEREI VF VEDZ7 Y
R AEE R




I R

—= v TAEIDEELLTED, FOLBIETSHAIGRKR LD FENE OGNS CERIE 1, %
fz, S44E 9 B1T~19H # F F BV THONIHD 7 VF YEEBESRICENT, 27 Y —= vy
KB LTORBHNIFES LTI, —HORESE LN, HERECIsHE I, Thic
kBE, JVFVERS ) -2}, TOHRBEIEENALOT, RAKEETEBRIND N&
THY, RREHE I/ VF VEORBRREOAELLTIE, TSHE T,ORBAEICE D8
g3 L, 1BE2BRTA2ETHIE, TSHEDODEBSLEZ LNEND T ETH- 1,

#~ld, RIAICL? TSH, Ty OMEREILLB RS ) ==V I/ %5F-1DT, EDOHKE
TRESTHLEEbIC, HEEORENEZBNET ML, LOBEICT I B D tube coating
Ik BEMEORREAT - 72,

1. "TSH, T, #lxfwk? parallel assay

B1, 2iCRLEFHEICED, TSH, T OREAT 7. HREHR L CRT. BRRINK
s vF VERRZ, A¥Z TSHEME, T. EEQOERTH 708 —Flid TSHHEEL Ty BIEE
T, TERPEHRCINITHRNICR 2 VF VELOETH -1,

Fte, BIEEBEASZSIMEE 7 LvF VERKEBNT, TSHEEERL ST, fEH084~
193 ng/dlTch e bicky, THE ZXREIVFVEORROLHIKE T, BlEiR X 2
FHEAVEETH D, UED L hd, Red, 4%, BENWIVF VEOTRARS ) —= 7Kk
TSHMW LV Ty Bl X 2 parallel assay BEBRTHIHEEZL, SBROBEIBFETH 5,
2. TSHAEEHE OB

TSHBER, TSH*y b [8E—] (B—3Y4T74Y b=F#) , 2 L5 TSH ' XBF
RPMEER) |, FERATSH 2~-=v7] (2—=v7f) 2FEAL, M1 KRLILFEIK
-7, O, ODRHAEEZLTIT > 1R, 27 ) —=r /i Incubation time ZEMLTDH
FAAETHLC b1

E¥id, T8%—] Tiddhr, 24hr, "B TR 24br, 24hr THLERAEL TH- 72
[2—=v7] CREGRETEN D, 18hr ~24hr OB THERAAETHE0DT, T B/
DECHEROBHEZERINEG A7) ~= V7B, LDFESTI DICRE LI FETH S
EBEbNh B,

3. tube coating —EMEHEICLSE TSH—RI A DR

T SHEIE OBELY i BB D72 BIC, tube coating K X 2 EMEDHERE LR A/, poly-
acetal ®o disposable tube AU, coating D&M+ OHAEKRD pHOZELL, @ coating
Befd) 18 5 IR R, @F—HAK 72 5 I ZHUK coating K DV THTRE L1, #R, £Z
fifk coating T2 pH5,56°C0FOREESR S E L bound B0 5 hicdd, BEEOEHRA
BBEER LBTHIZREORDDIRERICE > TLEI AP, MEORBEEMED HRA /e
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I B R

HERELABILDIKEISCHRBEMZL ZLENH D, BRICE i coating i BN TH, 22
FORECHSS T RRI Y —= VIRER LB EETICRE - TWHEY, 48, 3 oICkE£

Z, BRERIBFETH S,

X 1
TSHx 24 - V/HB& 3mmX 2
T SH & Mm% 100p1
24hours 25°C @
L
3 » {LTSH (1*°1) s0pl
24hours 25°C @)
ERY —~ 287 ) R A% 50pl
3 hours 25°C

%4 B (4°C 3000 rpm 30 min.)

X 2

Spotted Controls
Patient Samples

+

200 uf Neonatal 1'4 Buffer Solution
+

+

#1
nEBH 81679
 tsmt 9
Ts | 6 (7 vrrE)
® Ts =~ 1 (ZvF>i)
v 2 —RAETFRBRBEETE)
T-4! 32
TSHt 6 (ZvF i)
R TSH- 19 (TBGRBERURIE)
0 T@EP

Add 20 pl standard Elute 1 hour,
to 700 pi water ™
Temperature
+ +

+++++-& Load CONCEPT 4

+

40 pl aliquot of diluted
Serum Standards, Controls

+

IBOO uk of Diluted Neonatal T4 Tracer Solution
+

+

l Incubate 30.0 minutes/ﬂoc l
+

Aspirate and Wash, two times
with distilled water

+

+

Count for 1 minute l

+

Report Results 1
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2) AEY, K, PERET, REBT, BALEF, EACEK, AIX:
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REBER7 V) —=vI/HESSE, 4, EIRIF)
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&, BN 2000, REANRKEALIBIEBEOLELTH o7, IBIKER, X7
—= Y7 T HMOLRE, WK &S URRESB LN EE, FETHALCOHEMICER
FAFOIZORWDOHRT, ECIEHEE LIS L eI T &TH- 1,

INSDRERECLEL b BT ETHD, REBE R ) —= VIR REHLE,
RS 3, COMEELT, BEEBRY AT LOEALEZEZLOTH e AR Y —=vs
OREEBRR, 7498, AF)X, fid—a 9 DN DhOERENTERIEIIN TN TS,
EHLTH, FIELLTRETLICENHRL T, DhbiUL, TORRESTL, IRAH
L, RETRGHEEEOTEXEARCEREL LTRE L, chitdESnT, BEHER
MAR2FEREL Y, BEBEAEHE TS L L, 2O0FERT AAAREEHRESKEEL L, KEX
UKRBEH/NERE L 4 —KHFR EBERE L LTEBRTOES L GE S N, DOBEOREEE
B, 220fE%d > T3,

1) A SIStk IC & A psmrEm Y

TARI N == Y TOBRENRENL S TVBABDT I/ BRUH S 7 b —2 %, EREBRES
VHEZGREEICMA, CAREOREREE D 5, CNEEFEOLOLBHICETL T, AL
RIY == VT Vi —LED, BEOODE, EFODDEERINTEZEAEF LTS,

H1IC, COREERORBROMEBER L, 37 ABK, RERKORAR bNE LIt V82—

*BRARBEG S
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I B R

DRAETBA LI, /o, 1FEORE LB OHEBEEE 2 1OR L1z, MO BME2E~EIFICH 1S
Tid, 3T ROMIKMEBI&RIEZ 52 Y E ~0d -ke THHICHLTL, BREMBHT F/yq 2
ETV, BEKE-TE, i€ Y2 —H30EAXNEZEOT TERFFHEE 5 S e/, HEICK

U, BREH 2 NEEHSE CICT RS ET - 72,

Bitid, 37 BIC2ELIERIEZ 2 Y ~OBEBERLTED, 27 Y —= Y7 RFOKYEH
ZLCER LA ERRLTOVE, COABRAEICEIZBESTEEL, BERNICRRLTESELTHO
TV, CORRIE, DBEOR 7 ) —= v 7 Hifi Ok#EL, HERMICR TS, EEOLOTH
LEEALD,

#1 AMELEREACSZEESEER
34 AT L DEEKRE RS LOREK

EIER Su¥ 55
15 G 2-4 [5-7B-1081-1-4 [5-7 {8-10p1-1

0 23 32 37
1 10 il 10
2 7 5 2
3
4
S

=

Wio oo owin
=

Gloocormu&i
=

Ao~ ow~in
=

Hooro~h
=

Aoooo~wad

0 2 2
3 0 0
1 0 0
€ 7 7 - B 44 50 51

v
v
w
\n
v

£2 1Mo x IR

v 2 - ¥
13_—
53.4 ~ | 54.4 ~
m B 54.3 55. 3
0 22 33
1 11 10
2 7 8
3 8 1
4 3 1
5 0 0
6 1 0
7 0 0
8 1 0
5 53 53
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2) ERKOEERE Y

KREEHEOE20HR, 8A7 ) —= v/ €4 —CHLTD, central reference labor-
atory DREIDZ S DEHRE DB CLETHoTee EEDRI Y ==V 7€ 82— ILBNT, HiG
KHABRRIIBE, BES LOOTERSHENE INLIBIK, TOMMrHEEE Lo Bk o~
PFiCE, WOTHRE S 2VRKNBFCEEREERBETLAMEN S Shk, ZhIULL, bh
b, EEEOE»S, TI/ B, #57b—X, #57 b= -1 -BBREEEEFCHTL
3 BFERERENL L,

BHOR, BELOKEO3ImT + 27 IKERNT, 773 V#O7 I /BREBIHRIC X0,
EROBIKDT 3/ BA ERECHIET 2 FBRERENL L. FEEER, 7)) —= v CEERE
DHBB, a4 Yy, Fady, 72— NT 52V, AFF=Y, EXFIVOAEERTELTLE
2, BETRETOT I/ BOSIMFBAREEE -/ O, S$EFEER, R0 ) —=Vv T, #
FA=Y, FRIYOHBEERTOOOGNS, Y ) YIVESELNS 281&, &) ¥ vl
ELELNEHEIFARA LTS, ZOMBEFTOREO 740 -7 » 7 RECSH LT3,

HI7 b =R, 57 b~2-1-BBOAELDNTIE, #5727 b —2BAEBEREA 28
NELOSERBESS 2%, GH bRThE, BBHNICED BB EKOREI UL HEIC R
Bl Y BIRICGR LW, 3m7 4 27 1T, #57 b—2, BIUH I/ b—=-1
~BBONENAEEICIE -, COMBLEERICAETRC EICED, FERTRIAF S 7 b—2 -
L -BBRDH 77 F—2RLDBOFIBENC EERR L, BLIOLOHHE OBRE FREICDOL
T, B HEEMRF/MAETICEBEL, #7527 b—RMAED Variant DBREET, 14
@ Variant 28R L % 7z,

SEER, ThOOEREM OBHIZ 3, 2538 TH D, 2ENOMEHRD SEEE > T T3, T
DEBATE, DUEORBEE AR ) —= VI OERDIHIC, BEERREVEZRL TS
bDEBE bR B,



I Biegs

gAIY = AERDOF ¢~ M

o ———

Ckerins
- (mg /dD - )

X @k
1) Naruse, H.: System of Neonatal screening for Inborn Error of Metabolism in Japan, (In Neo-
natal screening for Inborn Error of Metaoblism ((Eds: Bickel, H., Guthrie, R. & Hammersen,

G.)) ) Springer Verlag, Berlin, in press.
2) WHABET, KPP, B

MA SE O HEE Biomedical, J., 3: 827, 1979
3) EERAIE, INEE, L WEEMALLLS Y 57 F—20F LV ESEENE

REBEER7 YV —=V/HIEESESHE 25 19, 1977.

4) Fujimura, A, Ishii, S., Naruse, H. & Kawamura, M.: in preparation.
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L—H—SFREI0T TS5 7 4 —CXBEBRBADHEARORR

Sefy WE, LB K, TN BT

REBR7 o<+ 2777 4— (HPLC) &, BRIFESITICE O TEERRIR DR+ Rk,
fEL D ERICIETE 5 HED—2TH b, HIE, R4 DHERBON TUESLEL 247
e ARMHBT I Y, BERBLEOUEDLHICE, BEOHTEE TRATSTHY, SEER
HEDRAMNEENT S, HPL C ORREREEDO—> & LTIENH D, CORBRES
éémﬂi¢z$ﬁfénﬁ,ﬁﬂwwﬁmwomﬁao

—RC, EMBEICHREOROEARNI ¥ NETENRE SR LEELI NG, £ THA
3, TROEHBLZCAOONTOEIHESE K ONEBEORD V—F —FENEREL, £ 7 F 4
ANT s AN=FRNT, HP L C A3 EEERFEL, BREMICHED) L, Y

UV PASS FILTER

LASER  |rosessforrnd} Fiber - 12mm

! \‘.IENS 0.2mem

fadcm
GRATING DUMPER
ST M
Selfoc {ens ’“—‘ < -
% SOWENT TOIrrn = Pump
FLOW CELL FLOW Slit J
o CELL
AMP, l
RECORDER
K1 v—+—HPLC 0ofiaX B2 V—%—HPLCIER®D7 o—tu

BADHRE LI EBOLER AR L ICRT, VL—F—RBT AT v A 4 ¥ b—F T, et
SHEABICH T B 351 BX T 363nmEM U, ARBBROWMO—DTHEATF 4 ANLT 7 A3
—REZE200umT, 774 NS—AOKV—F-HF AN, &) —F% 70— VHICHES UAA,
BRHTEBRICLTHE W2) o 774 —DOHINIB 70— B EFEITEL LD, 20
Broodlt, BELOREEAZTY 2 LN CABOBEERRTES, HPLC BLUWN
AHBERTROKBLELURL S, 20FFEA LTS, M3 KR L —F—HRHPLC EEDL
BERUI APOTNTAA YU —F~, 7 2 4 N—~ONOBEARE, L —F—&EE, HPLC
R LEERET, BEBEK I o2 v T 7 TH B, A0, BAPBERELLHPLC AL —+
—HAREBOREELE LD D L, Qe NICEELEAN S OICE—RATS LSV R,
L VLR



T BB R

bR, BEOEENLIIV., OQBFEO HPLC AL tH0EBE €O THEA TS, NEE
£HSOHPL C BECEHNAESZ SO, @ THABH DD, 2 v PRUEHICHATE 2,
OESEHE L B—KTH LI, 70— eVEBOREIBEETHD, OFHRET 7 4 =%
Burhid, 1B0Vv—+¥—Tb, BEOHPLC AR HSELRAKCEE TS, v —F VI
BATH2, ®7 7 A"—FFERLTBEDT, L=~ HPLCOMNBOBHENRE LN

BET H5,

M3 AF7F74hnv7rs43-FH0 v ——HPLC

100pg
(G) (b) 80pg
90pg
“Opg
T T
‘jif“ l 0.Amv "
7 b -J’— : ’
0 1 2 min Vet et boat
0 2 0 2 0 2
min

K4 DNS -Ala DFE7/v<b 546 (a) b —%—, (b)
th K ER 4T

M 4 icBEUADOEELEZATE—IC LD, £y vrT7T 5= (DNS -Ala) Db —¥—¢&
KT &I BB SNl 7 5% b 75 ADWBET Lice

V=S —HEDOBEOBRIPER (S/ N=2) 32~3pg T, mROIEHREBEICES X CH
AINTVAREKASITERA LBACHAT, RBEESHIOERE L7, DNS -Ala D&



I HREsE

B, My 2 0BEEHR (10 M~107 )bk TEBEESBE NI, BEXEELTOL-
F—i3, REImWORATERLTEY, SoiCHEIx L 2FICIDBBBRExBLETE 2L
EZ T3,

T, TWVAVZAAIVTINVLEATFI—ATIY (F=3 vE /027 YY) Of
BEZTTV, RELT V=¥ - 2RSS EhEKRITEAO G ORRET - T 3,
HIEH 1 7 2 RESICRIETE . (B5) » FAKICR L —%—3LHPL C 3HEE Ttk
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Tah8, 40, kb BEESMELBANT, Y4 VARG ESE), MREBREROEE
OEAAFEEENCELZL BT EERS T

BEMRICR, £ FORBMRTOBERENELEINTOEAVRRATA VX, ZOBELR,
MEMIB D in vitro TOEBIKU AL AV LN TV 2 EEMEFMRLHA N, ¥4 v ARG
EROMBREOREREDEER YA VAR EROEERAERICIDERT 5L 61T, ¥
A VAHED capping OERAIOCHAE L EBRETFREEL RV TEEL .

MR B LURE
%88 © murine neuroblastoma C—13 0 0E3R® N A#RRI: Dr. McMorris 585 % 517, #
EDEAHTRRIPDOS DAV,
w4 V2 : Herpes simplex virus type 1 BT 2 HFKRIZEAERATHFH R LI OES S
D% Vero MR THBI® TRV
AR BifEHE%E U7c neuroblastoma cell % M) Y VAL, MEBEREER, ChiKy AV
* BB A\E R
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A% mo. 1.5 DEEIEEXICMA, 3TCTIONRE 2%2KET DL, T3AF w73z A3
ZADAN=ZY 5w FICEE, 0BF CSERMUAMEMAPTINCORBY AEBBTHBEEL
7o

TANAREOEE MY AV AGERE LTRZERFELDBALLF I TCEH R~V RA T4 F
mEE1 0 100KHRL TRV, REE OMEABEREBER TR -D B, 5~30237CTHRIE
I, HHFERETEHRT L2EE01C, EAD—FRINVEZ -7 57 FTEEL, EEELE,
EREEE L CHEBEMNOER & Ui,
ZRBIUEEEERAGEN ZATHEASRMT, vy PCULEBIRE 25 B0 8 - T AFE
FCEE, BRIBARXIYLBRTEEAELLDL, TAra—-RRFITEK, =X VEiECaE
Utco BEMRREERY 7 ¥, 72 VBHTRELL, EEBBERAERZ, SVvE—-ATAFEF
CEE, 73— VRAITHAE, RARBRTEEETSOERAERE T T, 7527 7
HN=ZY 7 LOEKEMY, Pt—-PdTa—5 4 Y72 FE5 57205, B S— 100 WELRSE
THEESELRAVTEEL =,

BREAWE: 779 RXF 90 A=) » PEHE LT E, BREZ0IMAIF 4 4 MEEK
(pH: 7.4, 285mOsm ) THR LA 25% 7V E—NVTAUFE FTHEE, ROTO%E LY
25% 7)€ ) YTAHTOLAE LD B Pauli 5O FKICELT, ABEREC<Y Y ML, K&
ERTHEMS Ui, BERET A 2 —HBMAERARMEREE (FD-2) 28, 27 -VEE
—105°C, EZE 1 X107 Torr CEIW, BHLHAE/NT VY LOBFREBEATNR e VT
HZNA B TR LD BbEBKTE®RSE, 7)) v FILO¥BIITH- T00 M EFHESETEE L,

7 R

Vero MfRZETMAIE L TRB LR, BRROKHMEOEZEEEH» 5> 4 X10° TCID,/
ml OVANAERGRLE LD TORBRZIL productive HWRTHZT XM -1, FAROERE
HTT, MRAEDRIEEZRIZZI0FEE 5B, 0MEECREEEEMIRLEICASND
LI 5, MIREESRLEL T, SHREMAROHE & BEMIEO rounding —up #84 Sz 08,
RES ORI A1 &b, BPBRAOBEIRA -2 Y » FIEEL TV, BEFKREICLZE
HYAVARROBRIB TR, B 108 BiCi3 50 % omis B <H v, 308/ BicidBtER
2100B&E >, 1 BEY - FOHELEFCREMIE & FiAEZ RIS B8 1IT, BRELEK
BERBH L 20, 1 BEMY —FEBROLBACE, FikE RG#K 5 120 L1054 THIRREE ©
—WICHAESDAR Y FOHBEMBAELNDE, CDLIITY 4 VZHRED capping 2 71 - 7R
BoMBRAEESFEMSE THEHE L, lamellipodia ® microvilli #—»HICEF D £ Dftid
WABFRICIE > TOEOBED SN D, TD cap OBACIR 94 VAR FEEL SNE/PMEF S
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HoND, RCERIWBEC L ZBEERERC DO TR, EFRENAMBROHMBREDOPEXUE
EOEIWE TREAK FIRIZEFE—CAH LTS, 74 0 2% 308 B o Ry M o i
T, BT ONSRESBH ONRANEFOSAMBFEREMIICE SNAE—TH L, Lo L
Do, B4ORFORKGEREHIBOEZNEXANT HC EBTEIL, BREMRICET 2 EDE
ftREEBELOBEICLIDEC AN, LELEEABRTORBLILZAE y PBHBE LT3, 7
BUIZ X D304 v ZBURD capping 217735 - 7o REE THIW L 7o REMIICHE BRE, 0.1~
0.3pMOREIDOEAKTOEATARA Ly FOEAT, TIKIF, ENNTINEVEETES
LT3, Lo, BsORFOBRIAR Y PEERL TRV TFOEREXEITER
Vo Efz, CORAK Y MI, cap KHEATIWOOEMETIREL, TOALOFBIETFOE
METHAHSEBDONS L cap BRDEIW A B2 C LEBMNKABTH 2L Bbh b, Lo
- T, CLRALNBBENEFOESE, cap BRICHT - LERRNFORROELTHS LEBD
N, DT L&, Bty — FFELETT cap AR IE U 7 iREE TREMIE % Hidk & G S €708
BICHE, COXINBRAR Y POHBERALNE L - LD LR IE D, BROERKTF DS
MORAE RERGZH DBFRERICE LD TRT

=

U A v R RGBS O B BN I L A3 Torpier @ Rous sarcoma virus &% =i >
DT D4 & Rodriquez © O herpes simplex virus BREHEIC OV TORENH B ICT IS, v
4 VAR D capping g H B LD TR, ThBEFOHRE LB b, Torpier Hid
Rous sarcoma virus B HSEEBEOE(LE L TEAKFEEOCHEMNAEH S T3, ik
b DA EOBEM R Rodriquez > OFEE —FK L, BPEMROE/E L TiE, BEARFREHS
OHBETH > COK D BEEMRIT Bachi 5OMWEY A v 2 LRIMIRIR E DRAIC D TOR
ELH—HT 5, 2EVVTHOBEICSH, VA VARREBRKRBELZ SN TOROM, Y4 V2R
MROFEEICEB L HIRANTF (BRSEED) DEREEBELTVEHCLTHB, EiC, b
HERRRICHY A v 2GS 2CEIED, SETRENLD, ENHNFEAORI AR
v PDFERDBIT RN AR - COTEF, B3k, BREY A v 2 BREMEIROLEEDHE
RORMNESCHIATEENIEELNLLDEEL D,



I Brocsi e

% clustering of IMP
NA cell -
NA cell + HSV +
NA cell + HSV + Ab +++
NA cell + HSV + Ab +Na Nj; +
NA cell + Ab -
X @

1> McMorris, F.A., and Ruddle, F.H.: Dev. Biol.39: 226, 1974,

2> Yoshino, K. and Taniguchi, S.: Japan J. Exp.Med.,39: 223, 1969
3) Torpier, G. et al.: Proc. Nat. Acad. Sci U.S.A., 72: 1695, 1975.
4) Rodriguez, M. and Dubois-Dalcq, M.: J. Virol.,26: 435,1978.

5) Bachi, T. et al.: J. Virol.,11: 1004, 1973.

QA RTF/OMBLRILVTORE

FHET, X I, BABEHE=

B #

04 RTF Y OBMBICHT 5 EEBE , BEGEMIEERG TR L. 54 ~FF YoMl
R &, BEMBOBIEET T o2 BREMICHT 2MAMRE , REHEKELUES
EFHEMEC X3 EZNEER LK, CPK (creatine phosphokinase ) EDZE#HDIEE L LT
BmETE AT,

MRELIUAE

AL/ F YR YR a7 4 —FF Y (413 ), AEF £~ (412 )OUl~13BKEOERE
Bk 0 o8k L7 BRI EM L. CPKBIER Nilsen 50 NAD P Hi, REBEBOMERLo-
wry 5 OFEE B,
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I FRBE

7w R =1
a4 NPT R BEE T, Smg ol Comparison of culture medium
DIRHEE 10ERERFRUCRE L. ¢ MEMadded CPK  Protein CPK
with (mU/ml) (mg/ml) (mU/mg)

DIWIT 2 TiE, pH, osmolality % #

(Exp 1) 4 days in culture

o ° - O <y 28 S -
Blfe. oA XTFYRGURERTH g9 Ry 3685 490 752
FEMpE AR L, 4 ~7 BIiC#BEA har - 10% HS + 3% CEE 3518 4.50 782
vest U, lysis buffer T it 02 5 B 10% HS 2764 445 621
Bltcb D%, —90cicliEe Lae (Exp2)4 daysin culture
EHCEIRL  CP KA L 20% FCS + ArC* 2680 2.80 957
I .
" ! e 20% FCS + ArC 2429 320 759
1 ERZFHEOBRHDVESELT, + Leupeptin**
EEBEADERIMEC VT, Bl 0k (Exp‘3) 4 days in culture
. _ +
S ERERI 1. Y BFmE( F 10% HS + ArC 979 3.20 306
10% HS + ArC 725 3.70 196
cs )DATH, myotube DFERIZHE + Leupeptin
RUoh2EmFcBEMmBKE(CEE )  (Exp4) 4 days in culture
EMAbOKE LT, CPKEs2en  20%FCS 3685 490 752
20% FCS + Leupeptin 3015 445 678

rEEXILL
2. 50,000 2g/ml~ 5 000 &g nl D
OA RTF VEEMPICInZ 5

* 1 mcg/ml
** 50 meg/ml

EEUDRLD - eie 53 pHERosmolality KL 2650 TRV EEZEIDH.(K1)
3. 60mD MY F 42D E L HRMIEA , 4 B BiCharvest L, #0 C P K iE M & protein

|
[:]
A
o I
| a
F o 1 HEBERKE» Lo
Q
£
= 4 RFFVOEBEER
N
4 o908 @ ® ® e .\8 #0323 pHERXUR
ol o o—"" .
Sl = o/ BHE
o o
—
[o] o] O e O
g
c 10 10° 167 w0 10° ' 10 10
CONCENTRATION OF LEUPEPTIN
( XxSmeg/mt)
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EAX Lo COBECEBIIMMEERMEICIZBELICETLUTOE EEBON72.500 2 g/ml
oA R7FF VDRT, proteinBBPH LMD CPKEREN TV BDER, WV -TAEKRIA
i fomyotube BE I L, BET ABHEFARLEEICZOREE U h b HRMImE &
BEDPDb-TO(ERERLTHZ. (K2)

4 vARTFUVEGURBREBAPATHIBTLEPATH, RBCODVTLEKIKCPK
EHSTEE, 04 RFF UVRINCE 2 ZEBICBRER P . (2, £3)

5 M3, M4id, RIDBEED1ETH3.

6. BAELESI, A0 T4 —FF Y (413)L20HBF+ ¥ (412 )IKOVWTD, og
RFF VR L D EEHFEAROEEL LS5\, YRPO 7 4 —FF VIR TE, 5 #g/ml
af RFFVT, 0 RFF VERMIOBOCPKELZZ M, TORICONTR—IGEHEER
ATVEY, BBHFRTRITRISEROREL Licw.

| 1.000\. ‘Il
g 300 E »
e > M2 o RFPFVEICLIEE
2
E 200 3 E WA C P K HEHE &
x Z
a 2 o EREOEH
0 1000—0o o oo 5
i1
&
0 5 50 500
LEUPEPTIN(mcg/ml)
( 4 days )
&2
% § Effect of Leupeptin on CPK activity of chick embryonic
aA ,\070_7_ V@%%#ﬁu%@—‘ muscle cells in culture
EJ(I: LTCP Klﬁ‘]ﬁ{'?ﬁ«;}k i)i, Concentration CPK Protein CPK
of Leupeptin (mcg/ml) (muU/ml) (mg/ml) {mU/mg)
C PK{EM:, %‘E%ﬁ%ﬁ’f@i‘tﬂﬁ 5 days in culture
V'\‘JVODnlyotubeﬁﬁ%%c‘i( Control 5109 5.65 904
5 3063 5.01 661
KL, FE04 RTF¥ VE 50 1678 5.02 334
T‘i;@ﬂﬁ(‘: @%é %%EEV&JV 7 days in culture .
N Control 2643 5.56 472
—C&iﬁ:"?ﬁ,ﬂj bﬁb\i))’s ﬂg/IIlI 5 2140 5.40 396
'5‘61, CPK{ﬁiﬁ;@pﬁ‘CHﬁNE} S0 1804 5.25 344
L, LEmEBE LN L (o4 _7F vEGURERE 3 BT LIKKHR)
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X, 24 RFFUGRKED—B & &3

N - Effect of Leupeptin on CPK activity of chick embryonic
WEBDTREVDEEZ 5h 3. ‘
muscle cells in culture

Concentration CPK Protein CPK

of Leupeptin (mcg/ml) (mU/ml) (mg/ml) (mU/mg)

5 days in culture

Control 804 3.30 244
5 506 4.30 118
50 287 3.75 82

7 days in culture

Control 253 2.55 99
5 388 3.50 111
50 219 3.70 59

(a4 RFF VEBOERREEH )

& 3. x4

Effect of Leupeptin on CPK activity of Normal ( 412 )

chick embryonic muscle cells in culture

Concentration CPK Protein CPK
of Leupeptin (mcg/ml) (mU/ml) {mg/ml) {mU/mg)
5 days in culture

Control 3853 3.75 1027
5 2932 4.50 652
50 3434 4.50 763
500 1927 4.55 424
7 days in culture
Control 713 4.90 146
5 629 5.60 112
50 294 5.00 49
500 N.D. 5.00 N.D.




I e s

& 4.

Leupeptin 50 mcg/ml
7 days in Culture
MEM (2(¢; FCS)
White Chicken

5.

Effect of Leupeptin on CPK activity of Dystrophic ( 413 )

chick embryonic muscle cells in culture

Concentration CPK Protein CPK
of Leupeptin (mcg/ml) (mU/ml) (mg/ml) (mU/mq)
S davs in culture
Control 2534 2.90 874
5 4774 4.35 1097
50 2848 4.70 606
500 1423 4.30 331

7 days in culture

Control 420 4.95 85

5 330 - 4.C0 208
50 N.D. N.D.

500 0 2.50 0
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REETANLRICEKD VT F ORERMB IR

BEX TR SFAFT HEK=

FLoIC

b FOREIRE, B EREBMEORREE LT, 74 VARPEIREBINTA LM, Y4z
KX ABMBOBFIC DN TR, &R, BHINATOROAREN. Y1 VAR I EBEBEO—D D%
RBEE LT, v4 v ARICX 2 ENERE, 2 0B HONEROENE, Thikl b5 HD
BRSNS X 2O EIEE I LTV A, Thid postinfectious leukoencephalopathy OFess
BEE UTANRMEERRTHZ 0, CRAEROCERTZ &3, BH TRV, HiER, /¢35
AYTNIYFIANA %Y ZOMACERT L, VA VZADRBENEL SRV DD S
T, BEDOLELEENS L EERVE LK ROT, ACBRRERELIAILVRATEEC L
55CE? BiC, 2ORG ORBMEEREB S HIC L 40, MaER, REL LS54 Yo
IYFTANACHBEROMTFERANICER, ChIiCLD D 2B Shiepiretinal fiber DRE
DEHNBEEATIE .

MR B LUBE
8% HKE20~ 25k RBERRE.

v 4 v R parainfluenza type 1, strain 6 /94 2 %ARBHIC I O REL LS DEH .

(HA 1024 ).

B9a At v 72—V THRE, BEERBEI S, BRATT, RECSI L oM TFRANAROEA
BT o7, —lic 0. 1ccdv 42, WAIKEAEDOPBS, %73 allantoic fluid #H& L
TEA, BT 0.5ccD YA )V REEE L.

Rek%#E®, 3, 5,7, 8, UBHIKKHEL, 2587 VA —LTAFEe FTBBEREE L.

FLERE & 3D epiretinal portion 2 A MBEDO—HME ML, 1 %4 R v o BIEKTHE
EL, Ta—vRIITHKE, TX: VRHIECEE L. 1 29/ % g VYT v—THaH
BLI-0b, BENRE R, By 5 Y, BBRHTREEL, AL H— 600 EFHME THEL
7e.

% B
EFMBOERE GRS MTEREI-BOREEE X VEX L TH Y, EIC epiretinal fi~
* R FER KRR
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I FoesmE

ber & @ internal limiting membrane ORI, Muller HIEDZEE 7 VT E» S 122 E
LRI/ o VORBMBEREINTNE.

epiretinal fiber AR EHHBR TERI ~4 e DRSITBHEEN 1 ~ 1.5 4 DBESE
ELTWE. MICMBRORBRESLONIBLZOHEER2~3% T, BHEETH 5.
HERHEBOMEAAR L TS0 ) THRIET, METARARSE, YT 7Y Fasy
TE, TRALaZ) THERESELEDTND.

TANABEEEOR  vA4 Vv REHEES 3 B BOMKETIE, internal limit ing membrane 1€
BELT, cOMTFAACHBMRSHERINL S, FHANKRISALNELY, GHHBEREIC
BEEZRDIV. SHEIKRE, BFERNOEBKMIBOKMSSZ , PHUEBLEEBELALNS
X DiC B, Fi, BENH DS internal limitiing membrane OMMERNC & BULMR ORI A &
na. TERBKLESE, BERZHEBROEZEMIinternal limiting membrane IK#H - T, [LE&IC
BHMEBEICALONS. CORPICHLNIBRBMEROAEHILERRTHS. DX
RRIC, BET 2 ARRMEORIDO —B%, BEACHIKEDIAERL TV S MEAMNA LN,
COMEBATL L SRALKEMBOL SKAHZ BH, TORERICI ) T 7435 4 Y McED
LIc74 54 D@3 BAoh, O, ARMRERNCH -7 ) THIETH 2 LS B F
T&i. BRADHRAS, TEEAOZRIKHMUL TV, 4RBAKIEZ &, BFEANOE KR
OREFESHELTED, FHHREE TS, ERMARGE, TR LOBEREKERENL DA T
H5H. HHEMBEATIE, AHHEHOKNBE LR, K/Mh&E &F 72 naked axon A LN, £
ORBICIZZ ) TREDEMMBEEZF TH2. AHBEEORLORER, AHHRBOEIR, 24k
LT L Tn5.

SRR : allantoic fluid DEATHEEMEAE FER LT 2RV EERRORELS SN,

PBSOEAFICEBESHENALRIID 5Tz,

=

AR, HESEE LI, REMY A Vv R EBROBEDKRZEIL, »2T Silverstein® & v#RE
Lie, Y9 F¥OMTFARACEREEAZERLLECO, RBCL2BROBRIC, BOTHULL
bDOTH7c. 2FD, WTNDBAKC S, TRENWIEG, BEEATBSOLBAKE~-7%3
o, REMRE IR TIREMROBFARBIMB~ORBEETHZ. 4EOEKRTH , SRS
U TR dlantoic fluid 28R LcROBEN, A4 VAEB LZfIoFhic, LTV
LR, TTTHONIREDER D, REFACHT 3HREENURIETHE CEERIRELT
VW5 UL, SROXBRTEDTHERS ZHREBONL DR, £OMBADREDMIIRS T
BELEZOND Y ) THROEMTHZ., ChoOMIBE, KEMBOBEICE S, MEKED
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no O, #EMEOEBICL S, MBHEOEI P NINRNT, £0ATR, Il &y
FEERMICIY, EELEZONAGREH CEVLCENT, NBLTWVS. T, ZOHODHMK
MEDCHDDHBHEMINVTLIC, BRESUOBsLOERES b, L LIRERICE D
CINKEDTH, BREAROBESICBELATVEC EF, Chdk UTHEMROBREIC X
DRBINLHEROBERBECLIEETRINL , CNOOMBAKRBEECAZ HBITHL,
BBRNIKREETRE - TVBABEEESX DB NETHAD. ARCHOBBOIRFLTE >TEL
EBZOoNDH 7Y THIYL, [, BRENCHNTOEDOTHS 0.

COEALDEFEELT, Bl tBBRELB LD, MFERNICEAShIHERKR T, FHD
MBANEET B &, BiL, AELLEYA VR EOERICLD , RREOHFEROEHBEC
DBBCENRY, BROEAZHEAGRTEIDLN, 7)) TRIZBHEEOBRER, BHEAK
BASHI, A4V REBRIC & 580 RO EICHT 3 RIEEEL SNENTS 55 b,
EEh, CO¥F O®IAE, plaque @ marginal zone® KA LN BREGEEET 2F0BHY
KB THAS.

X B

1) Iwasaki, Y. and Koprowski, H.: Parainfluenza virus infection in mouse brain: A possible
model for virus-induced demyelination. Lancet, I: 738-739, 1974.

2) Iwasaki, Y., McMichel, J. & Koprowski, H.: Experimental parainfluenza type 1 virus-induced
encephalomyelopathy in the adult mouse. Acta Neuropath., 31: 315-324, 1975.

3) Iwasaki, Y., Aden, D. & Koprowski, H.: Thymus-dependent sensitising process involved in the
induction of CNS disease in mice by parainfluenza type 1 virus. J. Immunol., 114: 1846-1847,
1975,

4) Silverstein, A.M., & Zimmerman, L.E.: A progressive immunization reaction in the actively
sensitized rabbit eye. J. Immunol., 86: 312-323, 1961.

5) Prineas, J.: Pathology of the early lesion in multiple sclerosis. Human Pathology, 6: 531-554,
1975.
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I R R

RRAENEC KB EE L FEXBHIBOMREREE DR R

BEHE, EeARBE”

B ®

E2IVBIRBERCEBOTHERE LTE 3dic, £SEBCH VERIERT 52 &4 Co-
opersh/ll 6! 2L L DIEFESN TV E. HER DV T, B, MEBEMHBCESLTNa 41 40
RANORAIEE LT &8RSN T 5. —F, Watanabe 5° *iK XD FEXN:, ©
YFTIVICEBERNY - v= y FRER BT S, £ DY 2= o FRUE SRR, ERBEMER
DRBEREREMANAONE. AHOKRI, LR LikL > RERBHEBOE/IC, B, & %\
BEYFTIYOMBECNT 2EZFRASES LTV 22502 REYT 2 BN THEI L.

A&

EEOOMAECTHILIN b MERBAZROSRBHIE ( F Beell ) 24720 LBRMNKR D & O
EROI. COMBRETIAF 97 hN—2Y) o FREX, BEOEEMBRENER SO L,
V- MOEYFTI V(¥ I= ) AREGUEMIKEL, 0BBEEL DS, o, E#iz 38
C—EP Al BEENE, Pauli 5OFE K Lic iy, 14 2 —HBERB2NEES B VT T
TV, BEHIPt-PAdOEEETI -7

# 2

MHZBEHMEC S 2 MEORECRE TCINBEREL CY 77 I VEE FTOREORICHER S
BOEROBTCENTERD . H1RCOMIBEER AGRE, FEBHETHE L 0

T mitochondria , dense body X EDiED, BOLDOBHEE (f ) XBHLENTEE. TOM
RRIERAKREICEY, IGF AMBERRET Z2C L5 RAONEBHEIR ) THME TH
BEEXOND. 8T, BREIAMICLSMIRECBRI LY 77 I YEE T TERELBRL%RASHR,
NFME LTI0R BT »7c. M2RRI0B BRBRL-MIEECFEINE TH 20, MEER
IS E DRICAAREZRAZRBD A CEBTE D 7. 4885 B, 90RERIE @ #FIC DV TS H
RNEREAZRBDED oK.

£ =
ERMERMREET 2 EY) FT I VOB OV TORER Yonezawa 57 Db OHBHE—D & D

* [E N 5 B A\ R
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THBERDNE. WHIRT v MBLUTY 2AOMBREROBEHEELTINN, ZOHEHIC10-3~
VMDY F7 3 VAMABEOEEZBEE LK. TOKE, EVFT7TIVRNE2~3 BTH
BHBROBESERESBCECEERAVELEL. Lo LEBSLERBRIEICBETEZRDNEL -7
LHELTVS. SEOHLOERTIR, Y F7IVBBECERFALTEY, 23114 v
OFEBEICES LTVWB CEARE LT, MREBEORRETIL D THEMBIOREES S
SUBMAEBLLEMTER D o, Lt »T, EVFT I VEREHHORAKCAONZER
BREOZLICHET 2RI, BEERABVAERI BB ONLL sk RS L2580

AN

X B
1) Ttokawa, Y., Cooper, J.F.: Science, 166: 759, 1969
2) RNER 1:5? 3 w49 1 415, 1975
3 ) Watanabe, L. and Kanabe, S.: J. Neuropath Exper Neurol., 37: 401, 1978.
4 ) Watanabe, I.': Exper Mol Pathology, 28: 381, 1978.
5 ) Pauli, B.U., Weinstein, R.S. et al.: J. Cell Biol., 72: 763, 1977.
6 ) Iwasaki, Y.: Intervirology, 9: 214, 1978.
7) Yonezawa, T. and Iwanami, H.: J’ Neuropath Exper Neurol., 25: 362, 1966.

EUF7 I U ILKBPRRUKIBHERE OBRBBRE

*
WINAZE  BIE#=  Watanabe,l

B ®

B4 VB{RZLD, v 2= oy REPHIMBREBET S LEANOEERTH L B,
ZORBICELTRAHOBAMNE . B, Watanabe 5 & T, €42 3 B ORHFTH S
pyrithiamine £ 5 X DEBEHICE PO Y V= o FNEKFEH LEREEZEVHFREL S 5
THEBUELCEBREINLL 2 RABCOEBRRERY, FRATKHEHERE OERNEEE
T2 & e dic, BIMAEEARBNCHEL, RERFPLOBREHOLICLES LEAK.

*h VY 2ARFRBFERE
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L st ®

F ik

FREHMIEIY 22 —-FF o b+ (FHEEE200 ¢ ) ICRR~Y 2 (EHGENg )THE.
EBRBI(A)CYFTIVEEE (B, XZR+EY FT7I 500 ug kg, day#HAREREANL
), (B)B,ZZ&8, (C)WRBEDIBILHY, HREROER, ¥4 /0 —a33%E

& % By M BRE OREREHHITE RUETHERO BBENBEET -7

OB

EY)F7IVESRAKGHEBIAELY, EXoH s, #ERR, AEROBMBE, 108 Bai
BICRBIT KRELSTT, tonic seizure, %S E, rigid tail movement #2 LRETE. ch b
OREBURIBETNIZ2 ~3BTHRLET 52, RE®R, BB, 2R 5T EERRIER L -
BI RZBBRIBEOREFRDLLELORIERLLDOAT, TEHEMICEEEEBDIEL 72, B,
MPREAEDOHER, €V F 7T I RSB TE, MOBEISRICET, REBICIEED L /5
UFTH-7. =%, By RZAFH B MHPBEOETIRE LV, C OB 2HEE R BB L
TR (FR1)

MBZERITIE, IR, WK, $3F4MBELKAE, 51 HEK % 2T pontine tegmentum
KRT HEHRE, FEEREGSTER TH -7, MICEBIC/MNMAER D8, LEFEIRED
SN /. BEAMNICES FEWRENI/NNEEBEO Astroglia ®endfoot € 28 ¥ &7z RER:
ELTHY, RO TEEED inner loopDERRTH -7-. Astroglia, Oligodendroglia o #ifE 3
PEE~EECRBEEELEZR LTV, —F, MRHIEO subplasmalemnal area ic & REHRZ
LZRDHH, 7)) THIRE KB U TREREC, ROBMMIBKTH o, 7Y THEE, Mg
MEIRE HIC b3 Y K TOREBRY . EBRRELZET 2REF TOMIE TR, NEERE, B
FEAEER, tight junction R UBERICEEZBDIL - 7. MIPRELRTT 5 EH TRENBE ©
pontine tegmentum A #FEL M, Bl Lk 7Y THIBEORZERZ/LIZED T, Dendrite OB
FritERR & microtubulus OENBEERBD SN, REHYUO HHRICBNT, MEHE O
Astroglia OEICHINZ , dystrophic change # 2 U BRthszo, RERETH R LI S
EgRINL. PMRAUVEBRECE U TREERZNTH 5. REMB TR, LBHEE KB
Interosseimuscle ODFANHEERBE LM, BHEREDH L. HRE T, M. soleus M.ext.di~
git. longus 3% L, 10819 2 fli macrophage %% 5 diffuse?s necrotic fiber 8% 7:.

ZE ®»
EYFTIVIRIEB RERRE, RORZBKLZEREIEBLT, OEPHTRET S
O FEERFOZELDR VT E, QIRIZI00H K TIEHRBEAFERLEALC &, OERS
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M7 v b, TIRAERDBFOLTVNBATIOC L, BEDRAE L. B M RENTEI
Fonscld, ABECBETL TV ARZEFHIURESADONAETHY, 8EL HMAYA
FTIVREARBLTCOEWEER XN, ) F7 3 YE3EEZMNIT thiamine XD thiamine
pyrophosphate ( TDT ) ~D&&HAMET AL INTHEYD, COTDTRIMERE LT, TCA
cycle ILE % o ketoglutalate ©hexose monophosphate shunt I $81} 5 transketolase i & <
EINTHE. kI B, RS KX 2EEIR, 7Y 7HEZD hexose monophosphate shunt %+ &
T %7:% thiamine RZ ORBPELEZF LTV EVIRRIC, BREFNCHASI LB Z LHBEF .
L LSS, MIBREK ST, Astroglia DRERELE T 5 D, 2 2 presynaptic bou -~
tons & terminal axon &9 % &M% &E5D blister formation £33 D° B ESHKTHY, £
THBRFHCRALBALO &L Ebh 3. &4 @¥IEIK dendrite IKELE A ALEHE L
TOEEEEZRB L LT, 20BKSHRIEEC LEThENRLNTHAS. DULOBRZNHNA
EiFBlic, B, MR AROBEEBHICES L, BOBEMEEZRE LT 5L ) [tokawa, Coo-
per’ COBERI, BEXFR LT LRELEHPT 2 LTEETH A D . EiGESFE, By Hseroto-
nergic system KEE L THY , BROTKREDBL & OBERERALTNECLREERT & L/
Hhn.

E FA5)

) FTIVICEBAHB, REREL/NBYICEFLY, THEVHE, NP B, BED &
HRIE R UPK, KEMBEROBTEMBHRT T >%c. TOHKR, t OV 2= o FRIEIC
HUT 2 REBEDON. B, BEOBETEREORRIMLT USFT LBV E 577,
FEEOBERIEDWTETOEESMA .

EEHFEMEROMREKRICDONT

BIEHEE  ekAB Mk B S®ET  GHILT

BHYRA DT —EOREBECEREDRENES LT 2 AN E, A(FENTHEDL OR
BINTHLALY, L LEHMS, HYR a7 —EEEOHREOBRIC D\ TOREFN
PRIAZBLL, Yo7 —EREOMRBEOREL, EEADTNEIESTVE00ER
* @ ST R \ERbT
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OWTiE, RECHSH TRV EESTENTHA S,

BYArO 7 —ECBTAHMBREOMAED—2ELT, SAR, BEEFvEYE LTELE
RanTnd, Y2te7,4—F%Y (line 413) RO EWBETH S line 412 kD
BMIIIC DV T, BREEMEEZR N T, MIREEEO BRI AT 57, BREIMNECLVHEL»
KENBBRAKRFORHILCDNTE, RERFIIZEEMBH TREINC BB LANERRKCE
WTHONTHEYD, Fio, BANFORMAEY D OBESHROYA 7 vick D, ELLEHT
BLEBHONTV S, LIchi->T, HEZWEC X ABBEOH LI, BISET OB s
MESTHABEREREMOT, 80T, RBESORSERNICED SN bOh, R, Bif
RFCLOXREINE BH T LOBALZRBNT AT & BAMGICEE EBbN S, Bic, MO
A7 VLK BERANFEREOESHZ —EICT 5o, SEOEBRTE, MIESBSEL LT
RO OEEMIZICOWT, line 412 @D D & line 413 HEXOMIE & OB AT - 1o,

KEBEMEE LUHE

FRIFR L OHEBR SN line 412 & line 413 OFUBROTESHE MV Ay VB L, 85
N BT -, 4%, BEESELT - 0bBEEREL TV b0 EEMEE Lk,
il # DEBRIC BN TIE, BELUMEEL S, plating KX DEHFHBRETEEI LT DR ELE
bOER W, BEFHEEERREEEOIHIE, 752 F 9 78 A~ 21 7 (Lux, Scien-
tific) I kW7o MlifidE, 20% v VEERMEARM L% Eagle’s MEMB1T, 5%C0, & F T,
37°C THEE Lo

BEEAREEE, 41— 2Y ) T2 TS LB EEMRO KB EEET L onic, EERE
BREREELUTOAEL, ROZERBIW O OCER U, BB, U vigE&E4san (pHd
7.3, 285mOsm) THRIWL7Z25%B 7 43I v FAFe FTI0~300BEEL 8 E R 0, 5
Wikl Pauli SOFEICE U, MBOBEARBLCRY E=—1T va—-130%, 7)Y ¥
0%, DMSO2%%2BTCERELERT, ChrxR 3T LHICLT, LA N—R Yy 7%
HEGICOE, MIREEZTICUTREKERPTHESE Lcd s, T4 a— HEEEEN%E (FD-2)
ZRV—100C, 1~2 x107"Torr TEM, BEHic Pt—Pd, #—F v ORBELTEY, BM@
DLVTY A%ER Ui, BRANTFOREOREEDZHICE, BIIH-600 B X H-700 B EF
BEgE e Y, BEEERL40,000 fTenEhoRbic >0 Tl T >, Pl, EMOEEAXBRE,
LAEOHERER AR, 2 v o VHBHESRTEEL*BOTHFEEAEE LI, ehEhDE
Hit2WT, 15~20F¥F7 0 vDEInPaon FH%EER Ui,
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#® R

FROEFEZHET TR, BEEMRBORES XCHERRORHICOVT, line 412 HEOHK
L line 413 HEOHBICERBA SNLDL oT, DD, WH & bIEEBHE, 12~14K[R
SR OBMERRSRKERESD TV, HEOHRIIUKMBL T2 B OMICA b, BEEE
BB I, REIHEMIEE ZOMICAET 2L0ROBHIMIE» SBRENE X d Kk
5, LOF, Ao 5HEMEOE  RERMNIVINHHEMIE LFEIN TS DT, K
MOFRB A 50180 F72, 2ORERDVKONEEE bleb HA L35 EH»E, HEMNFE
H5, CORPHOMIRICDWNT, EREWEICIZBREEZT - 1

Table 1. IMP density in chick myotubes

Control Dystrophic
Hours in culture P E P E
65 614 £17* 89 %6 37131 65%5
96 844 = 51 106 =7 529 £25 705

*mean + S E., N=10

COHBEI XS EMEEDOLESRESATETHY, PEEEROHIOBERARTFEEOEDLK
EVDTEBETH -7, R, BRETFEEEOREREELZTRT S, PHICDLTE, linedl2 o
B3R OME & line 413 BROMIE OMIKED GV, ZRIMETH 5, EMICOVTI,
HEBMCEBELDEBPPRE N > TNEM, t—REETNHSELPH, EBESHEOH
KEHBOERBH LT LA (P<0.005),

¥L0

ARIAVI-EBRRA T, B#ic growth factor, &40} trophic factor K EEMATEDS
7, substrate d3—-7 4 VI/ELTRWTSRF » 70 LBEEHRAREEEI €213 E,
BRI ORBELEE LTRERBOOTH LY, 2hitlc, BERFI L IMBEBOESHRERE
DIEOBRALBIL D EEL D, CDXHIEEREZMT line 412 HAROMILEE S line 413 B K
OHREOEAR FOBEILESH LD LR, MEOEBRICAENI LBONBH B T EER
BLTWEXS5CBbi b,



I 7R

EMFEM P TEEINLCIX M4 b= HROEET S RENTME

mE ¥ hNEZ" AEAEE

— IR DO REEEOETIC OV, SEXIRT V4 FEiCks TEHI ATV BY
COMBEDORERE B 2PEABBEEETOMBEPLEK, XIBEKLOL 0O OMET 52EADES
T3, LibL, Zho2MEmEmbiooomRARET2E, BERERIOEAT EH
EHELKED T, EEORAAEMARLIZRATHIESY, BIRSE2TBLICHRE, S oICEn
BEMPTHEREL, COBRMIROEERE FHRCAENFEEDCD 5T E2ED, TOMHETFELED
HT BT, BEERASEISINFETHEL, 420EED Z0EEES

WRtEA®

QEP| FMREREINERA I A P—<PB8I5—X2 270y — FIR1E AT TI0% 4R R MG
MRPMI 1640 ¥E#rh CHEEL, ~ Y7 AW T2E, RPMI 1640 T1 EMBEELEmE L, BElEk
12~24B:R05 8, T DIEE FREAHRBARE Uiz, 500~600 nl O¥EE EEAEFE (10000 MW
By bFT7) AN 3 LDA F VREIKIC TR SN U, SN IR E B R E TR
Lize BRAKEDBEIR X 51T 2000 MW # v b 23 7 OBRE CTHEFFORARICHT, T ONKIE
€77 F v/ AG—104 7 2ABLUCHEL, MW 700—2000 2@ & L1, 2000 MW # v b2 7
B DR T 10000 MW # » b4 704 #IE MW 2000— 10000 TH D, 10000MW#» v b 7 0
NIER S SIC, €7 77 » 27 AG—T51C X b, MW 10000— 30000 0 43E & > MW 30000 @ 43 &
oy bt

in vitro ObukEL£ICY, Kamoetal ORE <A 7 ahvF o7 BRERLLREER LD
MW 700~2000 43 &, MW 2000— 10000 SEic D\ TR v o — 2 OEEREANT, n— 7
£ —n/E) YV /EEB/K (10:5:4:10) TZ o< b AT 572, MW 10000— 30000 53 &
>MW 3000131 %SDS & 5MUrea 28810% R Y72 Y vT I FY Vv THREL, Z0D/%4
—VERER, A= VELTR, IVHFNY VAERBEY ARV T o n 54 FEAL,
SH— %4 IV YDEDCHAERERE Y VF L=V a YAV E—TRIEL,

= B .

7313 ryUMIO CHNEBIEBH LR P44 F—<DE#E B4 in vitro OBUREARIC
25 & PUREAMEEEE 1/10E L LT, CO0BEE 1 $©o2 BEE<Y 2i.p KE
R A EF MR EERE
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WU, in vitro O E BRI AETREEER R~ L, BREEF SN LB 2Vt o—
DB DPF CEEAT BICE EE 5 1,

RIC EBOFECHE > THEL e &£ B4 in vitro OFEKEAR, ¥ ic~<4 F—4 Yic k3
YENUTIRRICADHER 2252 & ABES L bICED b, 272, ChoOES% 5 B S
1p &5 L, FRMBICHT 2HBELEOEE 4L 5 &, 4DELPIEEHBID Shib, M
W 2000—10000 O S EOMHAFE R MIC AT LLEDL 572 (E 1),

CNSDONEEENERCTHS NS &,
MW 700—2000 5Bl 2 5ic3204 7 2
YE= XY MBS T 2 MW 10000

£ 1

Table Anti-SRBC response of mice administrated with F-I, F-I1, F-IlI and F1V

Fracti Thymus weight Spleen weight PFC/culture PFC/10° cells
raction mg + SE mg S +SE +SE
—30000 DAERFICID2D=VE FY Y g
Control 1665+ 53 424,00024930 3500108
N B N - f’ \/]W] a Y le: Saline 1448 £ 29 382,000 2300 3180%195
}iﬂ:% té% z) CRES D ’ 15000 @ FIv 1384 £ 2.8 194,000 £9480* 1620 70*
S = - F-I+11 1386 £ 3.1 186,000 +6600% 1730%135%
—% ¥ FE>MW 30000 FEDIC HBD S pos
Contro} 31913 1342+ 99 278,000+ 6380 2210133
h, 2EULMEEZ S, BOEOW RPMI 1640  30.3%34 18204225 238250%8440 2480120
F-i 27.3t3.1 1463+ 90 163,250£6320% 1935 2210%2%*
o ~ 2 N - F-I 26.9%4.] 1436+ 84 147,250 19450% 13552191
%IJ 0) - a - b)iﬁ{u b VC W 5 &: c 6 z)) 2, F.HI 27.8%6.8 156.8%124 193,500 25590 1637 £124%3%

Mice were injected intraperitoneaily for § consecutive days with 24 ug of F-I, 24 pg of F-H, 180 ug of F-I1I,

COMW L5000 = > = > PRI = e e i ey S e o e
AETEB VL EEZ SN 3, e T e e

z =

TYABHBOVEOTHEE TR M A b= in vitro DEMBERET, GEFGICEE
GABHANYEEREET B LD -1, CHODARHER in vitroDBRBERIEEME 2 & ¢
HD 0, REAYERCEER LT THHT 2O TRERODLEEZ DL, BEXICEHSEHTT
EEICH T 2O H 2 D& Bbs, MW 700—2000 SER, Z0ROER<T, BM
BOZA M= YTHEBVER) S v 254 FITRB Y Y BROGBEARIGEE L HDET 223,
Tmm®74r~fyr%5:ytfﬂuVAK%?%EEKM%%%%ime&ﬁb@D,c
D EOIMEIREK S, BHRIME DA # =X 2120 THREhTH 3,

w OB
TAMYA b—<% in vitro OE|MBEZHMATEEL, PFEMICL DODEE B, hbd
DOSER VNG in vitro, in vivo OHKEELE S L7,

X

1) Kamo, I. and Friedman, H., Immunosuppression and the role of suppressive factors in cancer.
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Adyv. Cancer Res., 25: 271-322, 1977
2) Nakamura, M., Ishida, N. an Kamo, 1., Immunosuppressive factors from mastocytoma cells

cultured in serum-free medium. J. Natl. Cancer Inst., in press.

VU RABEFMRECH T OEMEA B VA I RREECESEOEERZNEL — 71—
XT3V F+—ECKBBE

ErAAE  FEBF  BANT  ME ¥ EBBR=

BHfimEs v A2 IR (HSV~1) 3t OR%, B2, AEL, S8ERNETLZ0ak
TRETANVRATHESLD, INOOABBTERROAT LT HRESICE TBRREELCT A
THHEINTV S,

HS V- 10OREICHE S REEN, EENHREIDE L0, HSV- 1 0BAB LUK HA
BZOLOIBLTR, WELRROBRE THL, REITICHS V- 1 BREIHESERRBB O
BHERE 7Y ~X 75 7F+— (FF) RTERULALBEIDNEIVY s1AvR0RABR
KOWTREENS ONIE, COKER HRELEE_EBOMTNaRAT LI - TE
DOBKERS LW E EICENIE2DTHD, RAOBBYRIETERE T L LOTENE D 5
THEER X UBEEL CORBEE I (BETS 2R AND 5,

EEOSCHBFFEARAVBCEICE >THS V- 1 BB MIRE, BEEX YAV RDL Y
~No— FOREERELEBRL 7,

HEl & F&

MR = ARRIFMEE (line C—1300, clone NA) & Dr.McMorris® X 0 95 X it

w4 wA: Vero flRICHEESELHFKR (HSV—1) 2RV GEHERLOFE),

B NAMBROBEBREZEATEY, HSV— 1 2@t g, @R 7725y 78 A N—2
Yy FICHZ, BABEOEEICIE multiplicity of infection (M. O, 1.) 50T, T, HFESH
JUBHBROBEICE M.O.1.5 TYA Vv REEE U, EB®R4TOERHAETT I KEARE &
H3TCIINB L, 5,10, 154% B X U110, 20, 30ERE&ICHRZMNEL 1,

BFEME SRR 01 A2V vBBERM25% 7 v4—TrFe N (DHT7.4) TEEL
* TR\ E R
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Fik, 7YY VREET 5, RICABRESICE) E=vTva— VAR ZED, TOL
CERRA B TRAZR TREICHR Lk, BE— 105°C, HEHE 1~2 X107 Torr THKL,
BEBILP, =P, , COEZXTRV VT ) AE2ER L1,

® B

1. UANVRDOBEERA

TCITMBHES ST Tk = vxo —FLHRESEME LT, MIRNICEALTNC & THE
gante (BEL), COBHIPEICBONTERRBOUEROBES LTR D LN, TNEh
ORABREIEEINI, ERIZEAEF (IMP) 2KE, bdbicBERROMN Z# D2, ¢
HbhEIANZRFEIMBEE TI YR -T2k TR 7 VA BTV FOLHBERIKRAT 3
SDEEL LN, BABTECHEED IMP ENESEMIRD SNEP o7, T, FFE
Tld pinocytosis KL B VANV ZRKRFDOEVRAARBEBET AL EBTEUDL T,

2. UA RO L BS

DA VAR T BRI 0RO BE TR AIKRED Sk, FFTR A 7Y FELT a7 OFi@
nBELN, H7 Y FIARKEE SnBRRERL, TOPICRAKOBRRERT 2 7 BBE S
Ntz 1o, BEO—BBMIRER D » TEERRICER L TV 2RBEEI N, T OO
IMPREALTNULBEELTEY, vA v 20HFRMEEZL SN (BEHE2), 2 IMPEZRS
FHETASRD O, R IA VAR TFORFRICE EHFROEMEHERE N, S 51T,
—HOBEOPEHILEB VT IMP OEEDRD b, MIRERD Y A4 v 2R Fid phagosome
BELORABLEUVERBETH »7c, 72, HRENOZRO—ELHEREKELEME L TZOHOD
YA v R FHSHERAC KRB ING & ABBE SN, BRERIBHTY TIcy 4 v 2R T M
BRATKEINTEBY, T v~xo—-7OIMPRRDLNUED -7

5 ®

TA VAR FOMBARAR, $TTvNo—7oBEEMROREICEET 5L 72— CRE
L, Kicxv~o—7EMREOMANREC D, RBHCZORMAICE T 2 MRED [ MP OHERE
EHbDEEZLOND, VA VZHFRIRER, BH THRAKERATZ DL BbN S, Lhd,
CORBRBEREETHL EhLBEEMBESE LTS EEZ SN b, pinocytosis KL 5V A4
WARFRAZBEINT, Tv~No—7LMREEORESFERERT D LEDbNI, RA
SO IMPOHEET 2BARESH TRV, MAKEFET 2HicEK SN/ progeny U4 v
ADATY FOEAL T v Na—F I EET ZEAPALLOTHE LV IHED bHy, ¥~
0—-FIEET ABEREASEIOMRERCH LR N 7Y FRIKEDRATN A URENEL
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515,

ALK FOEFIBLTET IRPIOEND, KEOHIRE~EP > TORE -BEbh 3,
HESLUCHERECED LN IMPORED, RECK -TIMPOFEGCEBRES TH S
HOBRRSAICENE S L EERT S, EREHORIEB—RNLE LD H 5 VEIEEORKG
B—RE S DOPRBE ST, HEFL ORI I HENEEBRD SN lidh -1, MRREX
DHIBEANO A VAR FORME, MIEBERNOERPEREAZFALTTEION, VWHbYW5 re-
verse phagocytosis ¥ LB bDEEZ S1,

ER|:PEICBUALY~ND—FEMEED BE2 ;94 LA TFORBEEADHF R, B
A RT. B 5 AEB, X 40000 By |0BSIREE, X 15000

O
HSV—10OREICEIBORENT/ILEFFETHE L, BARKBLTT yYo—~ 7Ll
Eomaehsassc s, BRFUBTAKEOE(LE LT, EEOEEBITP IMPOHEEAET LT,
ABEANDTA VAR FORMIE, ZROHREEMETICERL->THEONE T EERLT,

X
1) Hasegawa, T., Hata, S.: J. Electron Microsc., 24: 43, 1975.
2) Hasegawa, T., Hata, S.: Arch. Derm. Res., 255: 139, 1976.
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3) Heines, H., Baerwald R.J.: J. Virol,, 17: 1038, 1976.
4) Rodriguez, M., Dubois-Daloq, M.: J. Virol., 26: 435, 1978,

5) McMorris, F.A., Ruddle, F.H.: Dev. Biol., 39: 226, 1974.

6) Pauli, B., Weinstein, R.S., Soble, LW., Alroy, J.: I. Cell Biol., 72: 763, 1977.
7) Ben-Porat, T., Kaplan, A.S.: Virology, 41: 265, 1970.

8) Morgan, C., Rose, HM., Holden M., Jones, E.P.: J. Exp. Med., 110: 643, 1959.
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8. # #E M #H

L BIRB—FEDSH

BRARBTREFEEICHSOT, NMNREZES, AN—R, KRBT, Z@FD, SHEFBEEL,
BERREE LT/NEEESEL OO LY, REEGABSOMEIIC DR E v 7 TEENTOLN
tzo BFISSE3IH XD, FH—EBRBHAEE L LTI BML k. BHRERKEEZRAE L
PRAEREERKEY > V=T RBCEEL, RERE B KCAREBCEEL 12, BHRI VAR
BOBREOMRILKEFLTEY, ARV BT 2HGRERFOREL BN CREEHERES
HLEDBHREING, T, RERNENAZREEEEEEEIOMRE L LUTRILEE B—K
Misml i, 7, WNMKFEZMEREEZHEAMB R L XFRERET- 1,

KAEHLOAREER, HYR o7 4 —EORRBALBBECHRCEL TERICIL 2#E
ORRETICE TH D, HYRA b7 4 —EORRIVERELTRRTH B2, KEBHORE
PEABARBICENTAOLORENS L AEEESRKENC EBHEINTV S, ThHFTR 4, B
DB E I ZDOBEITRELZRDLDICHELRFHE—D— DML TOS T LELTHOEN L
LT3, £hafTohicid, MREE, B8, £4%, BEREEZEOEMEBEL THEE
T-TW 5,

AEEGMEEECIREFPROEIRETLFVRIBRERFLODVTCTHD, S LEANHE
FIEZEH Eq KDV TOHRLTo o THOLOHAEICIBELESBZML TV 5, FELHRK
BizonwTREACONEY, Cofiicbs v M FHOMBEERL, 20BESLEEENTEL L, /A
RUBTICE > TEA LN,

AEEHEIBCT I DI, BRAKBOTHROT + R4y ¥ 3 Y2T5M, £&LUTXERY
FETHLAFB—EH-TW5, 20K, € V2 —AOBEE L KEREZ, BCHEREAEE
FREBEFHZNBARELREL LERLEFELUBOMRET - T A,

HWAMITERL, DRAVEFECHHSELEAMBREARBICL 2B YR b o 7 —fE ORERK
HEHEOEEREE LTCEEREZBY Ui, 72, MEBRHEOEEHEHEFRE OBBRPHEE LT - I
MNRIEFRAZESEE, FRENERAZEEE, ELENERAZEZBOFEHEME LT,
EEZRUOEBEZOHEBCEML 7. (B mﬂﬁ:%)\

219



D

D

2)

3)

D)

2)

3)
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A b4
a. B =

Shimizu, T., Kimura, I., Murofushi, H. and Sakai, H.:

The initial burst of phosphate liberation by 30 S dynein ATPase from Tetrahymena cilia,
FEBS letters, 108:215, 1979

b. & &
Sakai, H., Hamaguchi, M., Kimura, I. and Hiramoto, Y.:

Chromosome motion in the isolated mitotic apparatus and comparison with in vivo anaphase
A,
Cell Motility, Molecules and Organization, ed. by Hatano, S., Ishikawa, H. and Sato, H.
Univ. Tokyo Press. 1979, p. 609.

INRER AR

RESCITH S FHEf s dkEF.
RAEREY (LBIHAL, FREVRMEL, ¥ NERE E¥Ek, ERX, P19

INRBLTER
REICESLE S EYYROEH,
SFEEE (F@HE, HPhE=4H), A8EE, ER, P129

e. &£ O fth
INREET R, RIERT ¢

BERERFOBH L2 OfEA.
N ORI BRICBE T 2 BRI, WMASEEMRERE, XH A EHRLERI, 1979
P 250,

INRBZRE, AR5, FREF, SiHD

FRERFOREE CORZICLBHEMIE in vitro 7,
EABMEREFRERR, B2 b7, —EORBNTRBRSEEHEREE, 1079
P 25,

AR BS, AN—8F, HEERT, =R
BEDMROEN & 2 0BBBEOERE.
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ELEEMREERRERE, HYR boy . —EOERNIFZE, BASAFRHRRESE, 1980,
P 33,

B 2& % %
a. BREEY v RYY A
1) /NREEZEP :
FHMEEHRERT.
EBEBAER Y YRV L, BAELHL, FE8 29~31, 1979

2) INREETR -
R4 RER,
HOMBEEE Y VRV 4, HR10 30, 1979

b, —#&ZF &
1) BRERTF, NREZTARR -
BRERFORBHE & ERHMICE JITTEE,
F12E R AREEYFERE, HIR6. 27~29, 1979

2) R, REBET, ZHH, KAF—8
HERERTFORBHE &£ O1ER.
F53M A AREESRS, BB 3 26~29, 1980

C i & =
1) NREEZES
In vitro ZHAFHIL & £ ORERROBERT,
TMEEETE (85 BETEHRSLHORENML (ZHID . HR12 1, 1979

2) AINREETRR -
BEEHBROEY &£ OBEBE OBRE. ‘
EABHRKEHRELE, HY 2 bo 7 —EOERKBIR (LHID, AR 12 6~7,

1979
3) /NRERTHR -



I AR

BEERTMRICHT 5 Eq OFFA.
EAERERBRE, BEHD - HRRABEYICHRT IEREEE (E-64) OBRWEE

(A¥RFE), R 3. 24, 1980

. ERHARREE
HERERETFOBMEMRCETEIHE

AM—E =@ B SEBEF  HKERT  NRE&ECW

AAEBNR LY XD RVidh, BaBlant=7 bV MEDCEET 5=7 ) HFME
faolgsMbERET Z2HE (BRERTF, MTFEF) 20T, #0OBMELRELL, HREE
ADAN=R % BATLCEAENE LTINS,

Wil e Bk

=0 b BFMI ORI & KR T TICHE L FRRICHE - 22

MTF OoRABZ/NR SO FEDIC L 57253, 4@ DE A E— Sephadex 43 B4 KiICHEH L 7%
BREZRL, BROPMEERZRE L THEA L, ChREREELLE S L3 ERchi - TRER
AT2, FREBOTERNLLOTHY, LIE 2« ORRTOHBHRMM E Ui, COEBTR

ERELIE® FrD &5 acssd 2,
FrD 08— 7+ b YIUERIN 1 it RLEZFIRTITY, AEsE (HA-S) SRESE (H

A—P) %F (W1)e

HREER
EZ FrDRASMEHINLOOLERBEVEL, M2ICORLABEY SDSEXRRHTH S L53F

EB1TDERGOMIC2 THORSIEEEMBEEATNS, COXIK FrDRIBOBRER &
ELTBZEBRVBOTHEH, (A EBABIKB B EMOITELH VTS SICERTELE
AERLUTOK SUEBLA OGN L L -Tcl L s, REOBLUBEOHALH L e, AKRTI
ThULOBHZIET AV (&2,
HA-S:LHA-PRMTFEEZBEITEKELRLTED, #N £ Bk <l H3FE M 015 -
SLERBEALEELE L, L L, IOEABEA L T—ERMEB EMTFEHEOBBRNS N,
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EUBBCELTS (K3), COCEOMTFE EHREHRSOBEIC LS T 0B IRE
A B, AROFEKERERSRIE, FrD2BEKDTISBMUEL CEONS AESE (H-S)%
HA-P:RBALEBACHEEINS (H4), INOHEBRST 34k FrD P THRAKEER
LTHY, EB— T VIETERE L TELb0EBEb0 s, BCHEELTOLARESG T E
BTxz, HA-PO—EBKHLTREATAHA-SOBEE{LEH S, TOMT FER
BHA—SOBIKELTEAL, Eh¥iic—EBOHA-SKNLTHA-POBEZEILEES
L, BEOBIKE L TEREALS S
HA—SOSDSESHKRERIZ, FrD AT hA R 2T HORSBEZOERTTH L &
ERLTOSH (K2), HA-S SE* BESBTTBNRT 5 LEESKDN ST L, EER S
BBWCHLUTEREETRT LN EAXZERTEE, HA- SHOBIRSRB LB VESFOSDT
% @ 3‘:_ # 4% ﬁi@ ib oT % Z;) EJﬁE'[’EE i))% Zao Preparation of HCl-Acetone Sup and Ppt Fractions from Fr. D
HA—-SHhoEERME, dHEMIOpH & Fr.D

‘ dissolved in H,0 (lo-30mg/ml)

b + 4 vol. of ice-cold acetone

#—F'C b_/]/ﬂ%i@_g_% & SephadeX G200 T } ;o;onc/.l :Cl {final concn. O.1N)
xg x
LFBLAEICEN, Z04BEOSDSESR alp ppt

¥ washed in cold acetone

ﬂ( @b @ &i J:;E‘ 2 7 levaporated } 30K xg/20 min
= = HA-sup fr. PPt
2T HORTDEN LS } dissolved in 20mM HEPES-NaOH (pH 7.4)
F + 4 vol, of cold acetone and conc. HC1

GC—ﬂﬂ‘%Cc‘;i)) E, HA_SCP@E@ pgt3okxg/20min

} suspended in co acetone
YR 4 2. TTiARA & & biC aggregate L 7
2EBLPTVHDOERDN S o1

#5, HA—PHic&Eh 2GR
8 1AM ®2) THHDL, H5HI
thOBERFTHE2OPIBREDLT AH
SO TR TN,

WEFNnIKE X, cOMTFE®IKEST
AEHBR S OEHAGK, HEFR, Bl
REDA H =X L3 EOBAR SR OBRE
Th 5.

K2 FrD, HA—-P, HA—S 0 SDS EXik##E
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K3 HA-PFHA-SIKXAMTFEHEOEER

X4 HA-PEH-SICXAMTF BEHOEER

3k
1) Ozawa, E. & Kohama, K.: Partial purification of a factor promoting chicken myoblast multi-

plication in vitro. Proc. Japan Acad., 49: 852-856, 1973.
2) Ozawa, E.: Differences in sensitivity to Ca ion lack between myoblasts and large mytubes

from chicken breast muscle. 20: 179-189, 1978.
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In vitro HHREMEL ZDEE
INIREE R KEETF A —ER = B ZHEF

RUBDIC

BYR o7 s —EOCEBHHEDDITE, RECEREFTVIEDNTHET AT EBUED
TERIEBY, ZDRDICE [HYRto7 4 —FE] 0wy 29=9 b IR EBALSNE, Th
SRABIOYZR to 7 4 —ELLCALLDTHBLLIEDRNC LTS, PR VELHEDER
BOEREREEFZT 2HHTHE00, MEMRELTEBERESELE D, FNBCHLKEREF
NWERRTBLLIL L TAHOKREDAEZRED TDIEBEAETRT 512D/ - VERT &
B BL, T2 FBLOICLTRET 2L PABINLILLTHSE, LL—F, 23 L7%
FMET VBT AEEOREAFELICLEPR YD AMOEEOREXELOIC U RE N> 3
EHIBDTH B, KEAXBMLBUY ZERRABOFERDBE LR HIDERBRNEZLBFERCEE
TRHIH, TOREH, TACELEOTIOHNTRL dIC, REDBEFCERETHLC EBET
Hb, TOMCEEEBEOFELHODIT T 51D, bo& TRPUBENR LB AZNICLTS,
BORE, B cOoMic b REHEI >xF & 5,

BRARBINGORBUERL, LrdBmoERET v ELTHMALES XS in vitro DE
BEFTVEBRLCE DY FTHuOLL, HHFERAGRERFLAVTEET 2 LAMAKELT
BEMRELZD, COXIBHRBEARERFEIVVERRPCHRICERLEG 5 L HEMRE
EHT 5, L LERBREANEEATRT. CNUO0EMIMDOHZ DR DV TREKREELT &1,
COEHIBEUMREEIUERMBEL, KERFLZAVEBREMCECERT ZLHUERK
HMCHEMBYBTE S, TOCLPOHEMBOEERY (BRI OREICEZ O, KERFT
ThHALEPHEDTHS, COZEE, ULOLEYARINO 7 4 —EHRERFLEOEENLSET
DEELTLUERTHOTE ROV, RTEoHPLBINBEREFvE LTHOERORRE
EBELFRTIHERBRTE250TH 5,

T CTREWDEICHIIC “spot” BEDLONHEMRBZORED X HUBEMNERT HEVD
CEDEBME, el [BERAE) KBV, BURLNWAEELHEMROBRIC>VTD
NBo BEWDNTE, POTRRECHOHERE LGFRRBZOBERTHEAICTEEREL
foo TR EOEHEMNBAOBEREIRED SN LETRT 5,

78 S Xl b A
BRERTE, =7 b VAELZERE LT, FIBOFEHEICE - 7
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=7 M) HERRORRELS JUEEERDL, ORSEEBROSELRLTHE, THbL, =9
FYULBROWLUI2ERORGA 254+ — 0B L CRIRA 9% L, differential adhesion
BICIOER L, VYRR 2@ THEMROLZED, B0m7 52 F 97 2L ) vy
— b (UTFEEMEEL) 1066 X10° MIRAHE 7, COMBEAHRERTF (18ug/ul) %24ty
BREELEICERLA, 2 ABRERTAAIBVERRP CEELRET 2, £0 8 BRICE AR
ERBLTHEOOFRERF (30pg/nl) 2MALERKELICEBELR T, HLEAICRE
BRZOLBDORIRBT 2 LN LEBRERFAEMA LKLY THRBEERD o 20 5OKBS,
BEICEUMBAEERSE CTEE L EHEL - 1

# 7
RENHEMRIBEERFRZ T CERT 2586, LEROVIFICHRAICERD /N2 ABEDL
Nd;, CHRER2~3um ORKEIDZH - EROBELBEDONE, T 5 Uik spot ZHBED
BRALERRILDI s THONEL LbHD L, MIREO-BIKBRALTNEZEEH 5, TD spot
ZRUHEMRLARERFASIVOEBRP CRICEELRY 5L, EHBEA THANARE
tPROLNE, T LEEMAEROIHICHE L TERT A LI TERTHLH, EI0IRET
TEDEBEDONEDE D5, —D2DOEBEMOPRTCH—2OROENDAHBIRE LER i
WL, —7r OlRIKEB LIBATh, R—ERICZ 2L EORABEEEZRZT, $50REBA
EREFFICE - T 32 &5 5o

XD BER :spot 2R LA UBHERRY, HBHERAREEORAR-7TITRVL
2T 55D, BULABIKIEZ - V20T TR BT BT Loftic, BR2D)ORBERAEA L,
ENEDOULEETCEZLE-TL 240, BHROZR L THEMRO—T 30w - 72 REBICTS 5
THEL260, LB L-THORBEOEMDBEATVEIDOTRIRVDEIBRINELDI
OB AISEBNH 5, 12K LERI) OREUEEALLLOPLL L ZOEIORER 12
FETHES LB CLBBAERVISKBDN S,

COIDLTHEMREEE E2L, Bl kiRKEL O iR 20 3 E - T
WE, TDLDBACL->TRECHOFE Lo ehBLHLTHEC LMD 2, T, HEMBED
RKBABFEEEDRI LS, —FREEMIC D>V EIPNTNIC &b H 5,

X2 RUEE  RSUHERRI OBE ORH 5 VEERRRODENBEL LT 36DT,
EEH um o+t am ic ks, COHER (WELDICRERE X3 SHAKICHEL TS
LRBEODTHZ, BEMBOEAET O LTEETL L, MiRKICESEADE BEAICRBHK

KERDBHZ2 LB bbb, CONHEOREDPHMBEER RBELD, COEBRONG &0 TH
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PR E T 5T 2s, REENEPEEEZBLTCODNLE LTV E3AEENSEE, ©
DEHILCLTORM - HHEMRE, RERFRZCERL THENEVEBE> T, 24
BTEFA 3 OEMAERT DT 5,

KofasERLAE L AR TOBOHERRIEE(E-TVE, bl 1) REZOHEM
RBZOFZER- TR, 2) FEOISKREREOENEZTI T TS 2MVHERMEL, &
Z0E3) B2 LeREBEBT TR TCHAOLOBFTEML T TE LAWHERE»O
fAtipThH»H2EBbN B,

BRI EREERA  MRESAELORATELY, FEORVEREZ BT, HERIEHum,
BEHtTum ODDTHEIRL-TED, TPHEMEROEDO T ~HUTEEMICHE LT 5,
CHSHBROMANC Y PEERICAZ B CEMBE L, T Ltilld—RabiicidkHi s
EBEU, '

AERHEHMRIEHLTLEDESBEAEBC LIZALACEN~%, LHL, H5bDIMA
RO—LBEEAEFOEE T, ZOWMKEEHEENT reseal N IINURBTE-TVBC L
Hb, TRGFARY, MOHEMR (ORI EROI KB ATHEELTH) IRERTF
REZKBRLUTE TV 2085,

CH LR EFR* RERFEEUEBRP CTEBEERT AL, LENERBICRASZRSUHE
MBS TETL B, CORSUBEMROBFK DT, Z20dRELH I EERELTS
o T1bB 1) HFEMARPREZO/NIVHEMEL O U ASUHEMBETEE2L, B
XU 2) —FEEURBLD S HIRBEEA ST LI -TTEE2EDBHB, 1) ICDNT
B ZOAREUBEIICRDONDC L, BIUSIZBREOTMIC OV TIBLICHRE L, S4EIIR&
EDHFEEICONTDORE,

REBFEMRBIELELRLTEOUDELOLOPBERNL LBNTHET 2, W 52DB
OBMI DN E FTES CLREICDN, KVBHEMIEOMESD SN TE- TV 25480H
WEBERBESE - TV35ETh, RERTABUEBRKLE BICERELRI L L, AL DY
AL, HBVERBEMICKS R DEOAE UARNIMBE DL T LIS, §ibb, B
EAHFHESEESY ST ABICSHHIC primary culture 5 RS HEMPEIEZEE &M
X DIBRNAE OGN DT LIS,

COEIICLTERERAI e REUHEMIRS, RERFRZUMA TR -LbDPLTEID
DTRH 2D, BURRRFRZRBECB S LASGCEBRE SW 5, CORICIMDHOEMBREL
BREEMLEIT B0, BIRE LTI, PHOEEAROBAEL VM LVEMLE ST THEINS
£ Thb,
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Uto~xtemp LM IO, EHBRICEVWTALNZERTIVWAVAHATNES, R
2 DBELEZZLELAREBVOIOIREROEXETH 5, BAED L AT NICEAL TRERRIC X 2
BELIMEVOTR-2VEALB, ¥ =V 2EEHEMARCERAIEERED LIS L
ENSFHREREABEET 2 EMTE L5 LEEAKS, REMNICEEREC DR BRsT
2524, FLAAOEROL I CRERBEON LBRIIMARELPETOCTEEEIADES
&, COBREE-TWBEHDEEZEOEEZOLOTHA S EBBEINE, TabE, EEE
DEERERE > TR LTV AERAZEZ BRTH 243, HICESTREORRIER L D120
DT, ZOHBISROMBETH S, HYRA IR 74— EOBEFECBNT, JVvTFVEFr—£%
OMPBZREUELIB T2 L oBMREIOBELBBALELTNEEEILRTV Y, 20k
REAHTH 2, ¢ LALBRASLTZ 50, LLoREKICHET 2H7RIE, 503 CORER
BROFVBDPVEEZDENOELNEVENIBERTERETH 5,

RiCEERIEO (B 8, RERTFE2AVTARTHAC &E, RERFRZECHT 5 Er-
satztherapie BRI THAC EAERTY, ZOLIHIUNCERIFIVEVDORZIEORIZAONS T
EThb, RERTFUMAKEETICE2ELIADLELE, COBRIRERFOREKHT LT
A SPOFABEERR LT EPDOLDIICHZ B,

TH Ut TRE] oic, RaBRATONc X2 CH L RS SHEMIR, HFMEPRRE
OHEMEI SELZE LD TR, ARON IS CEEBRESRESBEBEALZLTWET LR
B oti, TOZODOBREFBRLTEININEINEEDOTRIEWVI LTS, in vivo TEEEZFZUI
MY, BERTABRCEEERERLLRIVEERRIER LTV A ALY TELSLL, TC
THREL TS in vitro B 78, BEHOREBEBRLMAT 2 LICRTTH A O RENCH
BVWREEABZEHDTH D,

it

X &

1) Ozawa, E.: Trophic, effects on chick muscle cells of a factor promoting chicken myoblast
multiplication. Proc. Japan Acod. 53, Ser. B: 130-132,1977.

2) NREETH  BEEFPROEHEFE, HY Ao 7 —FEORRORHIKE T 2HE, md
HmM2EER R RESE. P60—63, 1978

3) AN—HBM : HRRERF OB EWRCET 205, KEHR P, 222, 1980

4) Ohtsuki, I. and Ozawa, E.: Difference in saponin sensitivity between myotubes and mono-
nucleated cells from chick breast muscle. Cell Structure and Function, 2:367-370,1977.

5) Ebashi, S., Toyokura, Y., Momoi, H., and Sugita, H.; High creatine phosphokinase activity

of sera of progressive muscular dystrophy. J. Biochem, 46: 103-104, 1959.
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EEHMRICNT S E. OfFR

INREEZBE AN—BER BERFT =W O FHEF AWES

BHYVZR o7 4 —FE3HOEREERELTEIOT, THRFAMCEINLIEADERRK
LBEBBINEODT, COBREMET A LICE - TEROETA DL ENTEE 0L
NEVEVIBEDP S, FA-VREADBREBERMENTHS Eu %, EHELTHRTIRELD
b ECAEASEBI NG, CORENTIE2DT o V7 PeESHERERTH B,

ERBHIE, 77705 in vitto TRAEMLAET - TV AMIRICH L TEYSEIC By 218
IE, TNBRETEEFXT LU CHHRIEEINZ VT F v+ —E¥EE~=— - L LTHE
Ll ZDMICHFEMBIC L IBEL LT 70

BRI EROVHPOEKMIENICIE B BRERENICE &, MRMESE - THERRE ]
KT 5 EREENCH LB B, ERATICLOMKT LS —FTEEL, ABICHRTEE
ZELTH 5,

M EF*E

EF=7 b ) ZREMEFRL, 10805128 A G, ChoORPORBEIOEL, 2545+
—E TR, B—HE A EDH THER L 2, Eagle @ minimum essential medium 85%, &
MEISZ DREGERPIC, 2%UTO=7 Y MEE AP T8 L%k, MiR%0.05%
MUY VERICTEED D SRIBE L TED I, COMBA0SE VO LODERL, TOBETH
FRERBRPICEE L TV 2RREED TERBICH .,

EERAOEZEN (Falcon 0m 732 F » 7k JM) i€ 3~ 5 x10°cells /dish ¥&, Ltz
BEEE250EHICCO, 4 YEa~—F —thTEEL 12,

7 IAENRLBOD Eoy B REKICELL, BROBELLOHEVEED L OE FEHK D
ICINZ foe BUMRRNEEHBE, HAVIBETHEBRS CEE Ui, 7o, HEMICKHE LM
% 155 mMNaCl, 1 mMCaCl, BB TR -71ctkic, REKDTHE L TED 1, HlENICESE
nNa7vriFrvx+—€0fEHRE Noda SOFEOEETHE L, BB Ew B 7 VT F ¥ &+
—¥OREZOL DI EBEAEZ 5 1,

/R
H—Mlnc EEEEBRPTERET 2L, MIDEIEEMCEE L, HEFEMBOREFMRT Sy

{LLTHBEOEAEALHICN S, ThbL, HHEMRIEZOHERLTHY, BEFAREIFEK
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BRUKEAREZ LD, BFMARELZ 2~ 3 RERET L LBE L THEMR L 2, COBBLIE, &
EMRICR VT FUydRy -0 RCER LU CRIETRICE 5, ZHEMICH RS BRES
&, HMULBED LR SR OO BRANEET O XK 5,

UEDE ST EORE 2 DIHIC Bg, #F1Z 310 ug /nl 5EZ 2B AORBIRODVTERE, &
BERERBIC By #MA R oA E IV PO -t L, 2R LT Ey 252 1 EEGW
RICEENE7 VT Fv3r —COFEREEZ D, HIREZTVBREDL L E, 2525 &, Mlat
BREACHRANTEBRERAZAET 2L, 3V to—nX0bB0D, BLEbDTHTH -,
CORPICELZHIBOEMI, S ERMICESET 22 &, MRENIH L THNBSZIELE, X
CHIRESEBEICHE LE > TERICKEIDTH B0, Eq BV EbTEBICRIEEBLEZEH -1,
LU, Eo 25X B LEEZNOE L SHRT I2EE, A Sz Student DtRER EiIC D0
TORETHY, HRSRIIEHERIICHNT 0T, tRETEDLVEBEDEEDETS, %
WRARENWELE > THECEWHDELCLEERTNETHA D,

DRICHT 2R ERICEANTORY,, NRHFMIIL, 0pug/nl EVISHENBEED
Eow OFEENTREBE-TLE-T, HlEFEMRE OXBREICLEHTH S, LHL, EF
BEHENIIEE TR, BEMIEA By 0BEEFTRERPE £ 5 lysosome DEFHHHLL 1
STRREEDLDNZ I ba Y FITREOHRELAONILOLT, D ESHRBICBLTHFEL
VWEEBEBEZTHVAEZBbNEe,

MiEEA 2, ERMICE Lo LR UREEO DTN T, L L, 8L EC A
100 ug/ul D Bgy BETFTTHDBO I AMALTVACEDLEZ TS, BREMCEHAEMAEL
TVBZEIEZITW,

RIC, MAVRIEHRLTRESBHEMEEZERLTHS By 252408413, 2 v bo—n
KHANTIZ VT F 3 —¥REBEOERBRE DL 572, LEL, DRORKEVDI PRIV E VR
Eoy ZIERAL 2D bDTHY, K HEMiEEERLLBETS, IARESZOTRHE
B3I A T8 - 124

DLEOERE 5% A TROBBRET - 70 K 21 HEBEATRE NT 1 5 By BIA 2 7 50—
TEMABOT V=T HED, BREHL O EROERNO HICEZ HlEEEYD, £ ORI
SENBIVTFVFF—EEMERAE LI EC A, By 21270 =T TRPIEODENERER
L, LECDOEROERIED SNt

RERIC, —BEREUHEMELTETHrE Eq 2MAERRT, BAOBEDOODOEM I, 2
Yol LT 0 3ug/nl TH 2 VT F VFF —EEROEREIE L -1, BEA L5 L
FOBLIE ot UL, SOBES EFTWLE, PR -TTFRLL, CHCHIE L TR
WEFNCII50~T0 ug /ml LI E CREERR OBEELSS ST,
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Z DEEFIL, Ee % bath application T2 ik, HRHARNOIEAEZA-EDTH
D, ZOKE, $IREEELTIVTIFVF+ —EERHOEREZIEEEL LTUEIN, FNICHEL
TR - EFEHENSEEERZ RV, H-TZTTEELLTOI VT F Y+ - —¥EK
EROBERICODVTRENZMNEND %, BRHMIRELEEMTIEIBITT N DLOFESEL
b, 9, BEHMIROIETH L8, MOBEEZ LK - THET S EBTE B,
LU, primary culture TRBEMFMRSLTBAT S LD, ROBEEZ 2BCEEE
EACEN LR BOHFRIROLEZELI TWL L &K S, COFEDOFHFMTOVTRR 4 ZERIC
|ELTVE, L, SEIDOERBRODL HIC Egy THROEBASE(LLTLE - T BBAIKE,
BMECDHEZROBZ ERTERY, —F, HEMREZIROICL, cOFHTHE 1AV VL
DD LN BEADERE v—H—& LTAVWAC EIZ, BRI ARETH 55, BIFZ
HTLOEH TRV, COBRIKE, MEIKEEEL2E, HIROXZ2IPH2VITHRSEY
LB ENERBOMRICEAIN, THHHIVEFTEI, T, MROE I BH— TR
1D THbd, 7VTFVFF—EbHVRNBEATHZOT, HEMESER I RITHEML
T %, COWE, 7VvT 7+ + —EEHOHRESHEMRICHET 550 TH - T, BEKMRK
kT 2H50TRBNVCEERLABEICRLTO B, ELRBEWVH, 7 VT F v+ —+iE
HEHEMED "B” 2 RTo0E LTHEELLTEZBLZCLEIBERTHA I, TOFHOES
WL EBFETH %o

BT, FRBAKRERERL G, B3 L7 LT F 3y —EEHOERAEET A X
ICHZ Do PIDICHBNIc LI, TOHLODHRICIRRICID T Y FBHEL0EL, FILL
BOEgy #AVEACEEIEABTRNCELIRRLTVNEDT, #Rx TIvcdEES
B9 2,
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1. MREP—FEDEHH
B DFEEE 2OBEDHEACENIIELTLREE L THEET s, BETRKRD 3 BB ISET
b THB,

1) REBBILRIIMOELSRK

FIREFNICRBREOKROMICE L OBTE, 2280 2hER#ERICEN T, REBEK
PO MOEACENENEZTNR T 258, AEOEANBRENO—DTH MO EALEK, Bics
ORI ORI L BAL ., —HNORBEREERBL L ENCRET 2EB81CH, BEAAKOK
ATy 7EHHEEOE»CEBRT 2 &0, REOEMEMNPOBMER A RRT IO DFRE
1055 EAMRE L THRAIT - T B,

FTHRRT v TEERRYE OE Y TFF FEROEERT (EF) #R5HL, DT80
EILEERTF (EF -1, EEF— 1) O HBEA OME, BLUEF-1y Db 2R IRFFE
BROEERNFICHN T, EEMRIEEEICIRABRIESTRE L, DXic ) vEtize
KEDBBmENTO A HEMEDS 2K ) 7 F FEBEAT, TOKBEEDERT » FILOVTh
RS ETSFETH 5,

(2) BMREEEELEGE

BRI R SARBEO—2Th 53 £ ) YAREFOREHICHK SN BIEET 7 2 ar
MRBCLOVEES NG, ZCTREBROI 2 ) YOKE ZOREDBES . AENICRE
TEFEREZED D H 5,

AENEI T Y vicBH 0P ZIEAMES (myelin basic protein , MBP) , s x ) »f§EF X LT
DT FX=wa =y, 27 4 YITIREOKRFEET > 331 ) YERICES MBP 044
HNT DI, BEAL /T v A ZROEEBEAMILL, OXMBIEETRE LI, HEiCT
ORIV DERET R 0 -HEIT (GC/MSHHT) 2B T 5 FEARIETHD,
ZDO—EEH - AMELETRE L1,

ANCEERE OB AT 1 Y vE#EE b DA K metachromatic leucodystrophy 3 o ) # b4k}
EAT, MOEO27 4 vIeEOIEREH 2271, GC/MS S 4&70, B~z HEs A
BRRERBYETRE LI,
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(3) TANEMERERLUESLET S

HTCADPAEDOMPEEL 4~V 2y VBETHINOBENBYELL LN RENT.EL
TERYOMEBERESBEAT BN TRRED L 72 -~ DREET-> T b, REWNRTADA
T & % phenytoin OMA L LT E —AT 7454542 a= bR ERACTHEE, FRT AL
T, BRTADAZEETRE LK,

A E R R R, ENLRERS EURET & # /7 L Thomogeneous B3R 4 4/ TV £ 4 A E L
BB MTRICER T AREGE2TED R, TR TADLAZNEOREERALEMNAETERE L £
BAEERE L1

HROCRBIARIELORER & » 72/ MA 5o
WEICEARE (BB53 1, EXRBEERLD), REACEERCARER (B54.3, X,
ERIME D), HI—2OMBERRAFEABMHIL, HEBERLLTHEES (B63. 5, H
EEFIED, B4 9 kDA FE, == b ANKREER) BMECHLSTVE, REBFEEE L TH
7 (853, 5, BFX, BEE, K¥RELD) &, WEHFEF (B3 5, 2ELHEER
EEREMMAILD) BBEML TS, Tdugy 7 (ERA, B, (W23 BEE 2O
MEICHI>TB, TNENOMED Ny 775 v Fid, EABMOIE L LUEBRH, 4R
Dl & £ OB ERER S L UAKME RO, MESRABETF F, HEPERRHE, UE
DEERALFEIL ST A5 24T - T,

ZOMOMERREE L T EREBA X, BRI, L2852 &, 74/ +—7BEHETRLE
B (EvREEER, MERAEME) K, TLERIEE L TRIER (RX, M, £1Z2H
) BLUDRE—R CGEFK, BEALY, BED CHBAEZBEOL TN,

(MR EAME)
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1) MBS
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2) BAREE, mEBET:
Centrifugal Analyzer # i\ /2 5 O TA DA ERIE
BN ESE, 11 : 554, 1979
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[/ 1 PREPARATION PROCEDURES

Brain Homogenate

18,000xg, 15 min.

pellet
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|
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( 80S

1
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( 30-80% saturat.)
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EF-1
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EF—lH E L
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2 Developmental Changes in EF-1
(Sepharose 6B Chromatography)

9 d-embrye
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1w
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EF-1 activity (“C-Phe-tRNA bound, p moles)
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2" C- ADP -ribosyl EF—2 ZHiE, (iR ) <7F K&K : EF—1 L 3ERBEOE (GM
P-PCP o itGTP) itk b nz*C-poly Phe ZRI%E L1,

BRRBIUSBZE

FN)RFF FEERFICIE, VXY —20ABhIicaat -RNAZEA X R BZEF—-1&, AR
# L &R & opolypeptidyl-t RNAZ ) RV — 4D PBAICEM X B EF— 205% %, BB
EHEHCODEF-1LEF-27EHIE, EbICREBVHICEL, DIBEHRETEC 428D, —
HTRYRTF FERERBENE I AL SBAERE | B HY CTEEERRL, OB THYT 3 EM%
RUT, ZOEHIRRN)RTF FEREOBVRHL, SEERFOERESE OB S—F L0
2L, RIRTF VEEBBITH S pOHBEFRELET 3 Wkl L R ET 5,
TZTEF—1%Sepharose 6B# 5 4o TEF—-1y& EF—1, KD¥T 2L, H2ICRT LK
EF -1y BREFVHEL SHELET 508, EF— 1 3FIE 3 BB ICHVBDTHETS C &2 i,
CORBRMOERGRBBEALEH - —HL, FLFIHARCBETT BB BT 519,
EF—1ly SASHOEERF LT EZABEEEZERBL TILICHHIEZT >,

WROMETIZ, REhDartemia salina DIPRIEF -1y DA Z LD, WLT 5 EEF~1
WEBRTZEND, COLICEF-1g¢EF -1 OFMOEBNERISROBELTH 5,
(KMo —i2 7th International Soc. for Neurochemistry (Jerusalem, Sept. 1979)

abstract p. 497, 8 JUOMRILFE 18, 368-371 (1979) i L)

REBECHISMOEHER (2)
RYRTF FERDRERFICDNOT
M E—17, BEAME

ERMIROEF - 1RYFRBOSHMEERL, $EF—1y (378 130,000 L) EEF-1y,
(DFEH50,000) OBEE, EF—1g0+ 721=y b OBHEREICARHZAPERINTY 5,
B CEF— 1A% T 20REF-TT, ZhiCEF-Ty (BRAZEM) &L EF -Tg (ZEM
BHY, TgdTy EOHAEMICKD Ty FROREHRERT, ABM@BROEF -1 05, #
4 afBREE, TAFBETIR3E @b ckid e, £, 1) OF Ta=y FHARHIN, b E
B4 HTs EABOERAL DT ELHESNTVE, LM (Fvy, 75 b)) TRE—D
4732=y FEF—1a 53 EMEINT S, R d=7 Y ENROREZBRIZIC S 5 BETIC
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EF-1b activity
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X 1 purification of EF-1 b
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L0, BRNEIBCEF-1g0ERE2AHL, CORRBREOAROBASHYICHLEC LH
CEAAKEEMAEZL DY 7=y POFEELHRAL, ChE oM, BHEL THEZRI L.,

MM E L UFE

HEHaETH ik Sepharose 6BIC X s MO BEF—1n%, & 5ic hydroxylapatite
(HA) #5 2ic k0B L, 0.4M NH,Cl, 0. 1mMGTP &£ FT37c, 3050 L, 25 4M
GTP itk v ik L 7-DEAE -Sephadex # 5 4/ 1 = b AT 572, SLICHA S S 4, 6 MIRE
BEHEFODE ~524 7 £iC L ORERAT 572 (K1),

BREOOMERRL, 3 TRBAEZICSDS-PAGE (12.5% #) 77 JuvT 1 F;50mA,
QWD AL, (K2 )

BREIUEER

(1)EF %%l : Sepharose 6Bic X3 EF—11, %, X 5icCM—Sephadex C50 ¢H8 L ,SDS
PAGE TH—/»YF (5T854,000) &1 57cbDAEEF~13 &Lk (K2)s EF—-1lg %
GTP s, GTP 1 FODE AE ~Sephadex =842 (K1) &, 5 T8 27, 000£48 000
DD E (W2) A1, EOICHA, REFETODE-24% 7 4 (K1) 20 ThE
L, 27, 000(EF~1p ) £48 000 (EF—1¢c) oL (M1 &£2),

@y 7a=y tOBHE  BREINTEF-1la pachaa-tRNAZ ) R Y — L ICHEA I ¥ 5 EH
80, BHEF- 1, BENEABTREF— 13 OfEAZREMEVS, EF—-13 WEINT 5T &
F0EDERAREETS (K3). COREMEHARZ VARV —aedstiod, £ITFFE
B2, GTP-GDPRWEKRICHENTERIN, Hid o THREOEEMREIRL 1, TBEF-1c
DYERBEREAHTH %,

COTEPLMOIBDOY 7=y b, B4 3R, Y2HTRINADOLIE YRKT,
MTRB—%7a2a=y FEF-lapapdin s &0 3REEORERED SNETNEFREOEBNT &
AR L1, $HEF-1pDORFEOERMELT, =7 FIRNTIRI00ALLE, =7 F VTR
MNATHBEEIBDHONT,

(AW O—58iz 7th International Soc. for Neurochemistry ( jerusalem, Israel , Sept. 1979)

abstract p. 497, B JUMR/LE 18, 368-371 (1979) k& L)
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R EEE LEAE (1)
ITYUEEMEAOBRAL/ T vE4 (ELTA) CXBEE
HAMG, AEHET, SREE, NEES

I RN, 2Ty vigE (cerebroside | sulfatide | plasmalogen. inositide), 2/, 3/-
cyclic nucleotide 3’/ -phosphohydrolase (CNP) &5 E%K, =y vEHEMEESR (MBP mye-
lin basic protein) 1z XA ET A EBHMONTVE, 43 ) VigE, CNP nLoms
AT - T&E e, SEIIMBP OBREZITHINDERA L/ T v A ICLBEBEEMHL LT, 1T
BCOFERANT, BREEBEOMBPELI T VER, BXUIx) VEELZORERT
DRI EMEDBRETT - T %, ‘

WRELUARZE

BBA=7 PIR»S I ) v 2BHEL, chp» 5 MBP 2ig8ME L, MeOHAmA T thl&e
LTAe TNESDS~PAGERKXODBE—~NNYFTHECEERHR LI, DFIRIhEHRLEL
T, Freund &7 Yaxvr&amMA, vHFCHE, 2HEERTA ~5 BBMEEL T, HlliE
AZ 1,

EBICAVABERERNBEMER D BIC, 74 e peroxidase (HRP )3 periodate( NalO, )iz & b
HRP -7 Fe F&L, 2¥icMBPAHRP :MBP (2: 1, El) OBSTRIGXH, Sepha-
dex G- 100 IC X VB RERILEZ TBEL 720 TR —30CTHL EB 9T BBRBETH - 1o

TREBICAY 3 RBALE ZHi kI3 Sephadex 4B #BrCN TE#(L L, Hfi v+ +£1gG Mg (v
F) AR L1,

RER&UEE

BERAL /T o4 &L TR, &K, ik, BREBRELMI 2B20RIGKE, X088
LR DIERIMEE & BUSKRI 7 E A RE L, B LIRS HEEED, BEEBES L THEREAL
EBAEOb OBZEDOER S, £E4H,0, £p -OH - phenyl propionate & LT, &KT 5
dimer DE¥HSRE L, REOMBP 2 FB L1, EiEfER (M2) ORI REBNEOK G
RBAEFBERFL, BEBKIIMBPE(ng ) #log FR U1, WERER 1 ng(5 x10™mole) T,
FEFHHI 1 - 100ng , AEEOEHFRMRBIBELUT TH »70 FHRRXRGE Y YINMBP
TIEM1/300 BELHEC, BEEEOMBEL 2 + YTREXRGERET, R4DILbDORER
HOBVWRATH 2 EBRDO NI

MBP B2\ TR, HEBKEKBELZB O EEBENITON, BESVAA LT yuA
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X1 Enzyme immunoassay of MBP

Sample 100 nl
Anti-MBP serum 100 ul
HRP-MBP conjugate 100 nl

4°C, 18hrs
Sepharose 4B-anti rabbit 500 ul
0.2M Tris-acetate {(pH 7.3) 500 al
4°C, 3hrs

centrifuged (2500rpm, 5min)

Conjugate bound on Sepharose 4B

0.5% p-OH-phenyl propionate 50 ul

0.01% H,0, 50 ul

0.2M Tris-acetate (pH 7.3) 800 nul
room temp., 60min

Supernatant was assayed fluorophotometrically

( ex. 320nm, em. 405nm )

2 Standard curve of basic protei
( Enzyme immunoassay )

10084

(2

fenl
S
m
o 50F
=
s
=
5

<5x10'}lf'mole>
(Wi {5 : v

1 10 100 1,000
Conc. { ng/tube )

n

I HRBE

(RIA BBEE SN A 46/ T v &4 TREEBA SEIERAROERR, RIA TRELOD
H&P 1, EIATIRBR (ABTRHRP) TH 5, 1 ORFEHII608 TH 5 2 HIEHHIFD
ERZHENCIT SR ESH O, AU HETIRNCEH-NH 5, ARTOEBRFERD LD

97 AMIRBRET, EIATORERERERORIA &1 sEHT, HEEIED - 1

243



I ARBER

COFEZRVT, REARBICEIA2=7 F VROMBP 2RIE LT, FIPE 3B O 28K

EL, 12U VERIKETT ST LRl

(KRR O—ERB3 MR 18, 176-179 (1979) 8 L)

PNFEEEE SERE (2
DIEBBELCERFHTILTE FOARI DY b—EE5SH (GC/MSHH)

TAME, SREHE, fUEYHT

By I8 E

Mo EED ) Y58 (ethanolamine — - serine—glycerophosphatide (EGP, SGP)) o»GC/MS

eIt ETWOI P FY T, 370y ~aDY VIgE (EGP, SGP) i@ od 38

AEAMAEE: TH 5 docosahexaenoic acid (22 : 6) , 8L U1V Y0l YIBE (EGP)HIKEVT
S5x7ua—~FUYREINZERTAVFE FIKD0T, %44 vk (C1) 94 2 HiicGC /MS
DET, EORTRTSTA VM5 7 4 ~WLARETATE FOEBEZRAS T B,

MMELULE
MR2EBAD=9 b YEROI ba Y FI 7. 370y —4a, EXORINA BEERHEOKD

Iz vhpoFolchBEic XD EAME, AL 7020574 —, EBI70C 574
— 13 & X b, ethanolamine glycerophosphatide (E GP ), serine glycerophosphatide S GP )&
choline glycerophosphatide (CGP ) #Z 7z, % 4% 2 NHz SOy —MeOH, & 1 hrcx 5/
) YREFO, BREZOBENEL A FLENE L TR, Y1) YHROBEIR, 75X
04 YHEDOT LT Fig 2 2/ 1 ¥ 2Tdimethyl acetall DMA) &1 2725, Ton ) RIE

ZITW, A F VI RTFADLLDEL T,

HZR7man5aici3l0%Apolar 10 CEHY, GC/MS ok i3 LKB 9000 BA& AW 72,

HERBIUER

a# ) feMig® (PUFA)
By vIEEDOPUFALLTI322: 6, 20: 4L, AERBLLTRBI tavy YT, 370

—&, ¥YFT b/ ~LDEGP, SGPic#HFICEL, CGPILRAV, —HIx ) YTREGP,

SGPiIrs PUFA B0,

GC/MSatrikthid, EFEE (E1) iAo -7 PUFADTFA4 i3, C1
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I fA7ei R

1 E&7.7 bk FE&zodimethylacetal & DGC CI MSaHT

100 - 14.9
Stearaldehyde =
CI (isobutane) =
Apoiar 10 C ~
[=2)
&
50- ) =
(a
o Hin [ |
NI I I I I AL I DU I I
a Jols] 200
=
R x
1007 Stearaldehyde DMA S oriz.a
CI ( isobutane ) =
(b) Apolar 10 C N
504 N g L
=
b
o~
S R l‘eI!]‘JLl‘ LIS e e s e e e el i At I B I
J 100 200

(isobutane ) MR £1TH C &I X D\UR T A4 ¥ (MH) LLTA SNk, THUHLEPUFA @
MSHHi3, Cl M ERVEVRO RTETH 50 2R b,

D F5Xve—4 vEHROERHETLFE R

LIV VDT IR O VDT AT FEYAFLT 24— (DMAYELTH R B 53Hi %
7, 180 1 DMADS S =) YERRICREWVIEINYT 2T & 2B b1,

TAFEe FKODMADOGC/MS A %17\, EIXZGTHCI 2AVTS, F14%2%B3
CERTELDL -7 (1D, —HERLALEHT V7 F (18 : 0 aldehyde) #FBAER LT 5
2 L3, GC/MSa&fT-tcd A, EITRITAA VBRHOENT, CIl TR ELUDTFA
v (MH) BE#EC—-7 &L THEHONL (®1(a), I2) VYOS S5Xvn -~ YOESET
STeHIL, TVFEFRDRRIZFITAY NI 577 4~ KBAFEERNBEDBART, £DILD
KiR7Y)—07rTe FOGC/CI/MS SafT> CEBBLUEEL G0, AREHL P TH B,

(A O—MRIER v AFHRFEERE L, 299-306 (1979 ) iICHHE L 7o)
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0 HFEER

MFEREE S &ARE (3)
IT YR TI4TEE DS —E AR metachromatic leucodystrophy (MLD) Zif#&

BlD 5T

EARFEE, AREHE, gy h T

B aryl sulfatase O/&KIBD 7 wsulfatide MEEL, I 1) YEELZVG BT T EH4
5 41TV % metachromatic leuchodystrophy (ML D) ORRABEEZEOIBRAIAE £ 12, £ T TEER
HEDOI Y VEEL LTOcerebroside sulfatide dg@athiicH 27 o LU H 2 = 2(GC
/MS) B EFT - 720

BEHMEB L UAE
37F, BUHOBMABMLD BEOHRAIOREAERL S, s VEETEC &, —80C
KBRELTbD ARV,

FEYVF A XE, INKOH-MeOH ick b 7h )KEETTL, U VBB ED I 2T uigsS
AR ek, Folch Bic X DIEEMB AT o120 DERSABAT LI U= 057 44—, BB
sua< bty 57 4 —ick, cerebroside | sulfatide % 538 B8 Lic, & 274 vIIEEOEE
B, A rexfs v (FIDEWR K&t ‘

274 vIfEEA4N H,S0, -MeOH, Bk 3hr T2/ 0 v 2L, ®EBro= 757 4
—iZ X v non -hydroxy jg#k & hydroxy JEEE (&% # Fx 25 0) i 538t L7z, hydroxylg@s i3 x
5 i trimethyl silyl {b 24T 5728, 7 %1T > 720

BERLUEZE

cerebroside & sulfatide D &H13, MW TR 8% 1 15 TH2DILHL T, MLD Tid40% : 60
%ThH, MLDTO sulfatide OFEE R BEMHERD S 7o

27 4 vIEEORKIERD A R 2 v Skt X 2 &, non-hydroxy fERRIC OV Tid, MEOY
0% O cerebroside | sulfatide & &ic ) 2/ &) 8 (24: 0) EAEVE (24: 1) »sREEH
BEAET AN, SROKBRMTIRA: I BELIEMLT, 241 0£24 1 11310% : 50~T0% & 13
%, L LUMLDRTI3, cerebroside d24: 0 £24 : | M2 NZIhM2% E24BTHY, Fesul-
fatide @24 : 0 &£24 : 1 REZNEFNMITH E24%TH -1 (W 1a), > &ichydroxy lRICE N T
bRMIEASED S, MLD 27 4 YTIREDOA + ¥ xovR YR (24h 0 1) 3338k K
CHANRTEECS 7 (R1b), BlE, 24 0&24: 1, 8XU2h: 0 (v 7o v@) &
A4h T 1 OEESHERICE LT L L ERBDI, —FRROBECH SN2 PBIER OB A
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PRI s HEE T T T ‘8 - ; P ;3 Lo 1.
. 10% Apolar 10C 5
8 . .21Q'C, iso!hemgié . iz

2 . MLD .

_E sul fatide’
‘o _‘non-hydroxy
5 nd 58 - T
TN
o 3 ;
(a) 3
SET i3 s i3
: i8
8 5% 3 5%

e L i 2
B8 | 10°% Apolar10C i
1 3 210°C; isothem. :

i . o sulfatide

s ; . \'—';' . hydr oxy—TMSi .
22 S~ 8g 8 g2

o
004
06,
e
_0»
P ——
(34
aez
a
cet
oee

i
& 1
™
| S s
P o 8 i s
L T o o
g g [T Bl gz
1. ~ i
58 : ‘8 w.g
) A
10 20 3 4p
ije - i - iia

PO TRBD SN - Fo

GC/MS @i, BFERE (EI) Ti24h: 073 X ohydroxy fgf D 5F A 4 v A
5D - 7258, b4 4 vkl (CI, isobutane) #1735 L85 F4 £ v MH BEPHRKLE —7
ELTED LN, TDO&Hichydroxy BBOAMHFICBOTHEICHNCIDOEN FRTHET
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&7&5?13&57‘:0
(KM ERER~ AR LEHEHE L, 299-306 (1979 IKHRE L)

TADAEYEELEYLET S —

SRIEHE, BERAE

(IMTADAEORAL TS —
TALADERBRETR, BETCADPARECES LEERORRATY, BREEHNPRED
TREEDZL EDBBE—DEETH B, COTRERDLDIC, bbb IEBFROR» ST
PP ATEIEABR T A C LAERA TV B, TTREWBHTADPAETH ST == 4 ¥ (DPH)
2N T, ZOEMAEENICERT 5 EE2RH TN D, HEXRMRICEDCEN DPHORE
Ewﬁuxwfﬁotﬁ,ﬁﬁBmﬂmng%;D,%WKDPH®%%W%%%%M§§E?5&
WEINRTNE, BESATIRDPHOFREBERED KLY, 59212747 w24 B8LUDP
HAEAIRLT 7427 4 P AERVT, BAODPH L7 4 —ZHRAHRTH 5,

HREIUAZE

7 ;0 —26B % 02N NaOHEZLET, 1, 4 —butanediol diglycidyl ether - K5 s 12,
COEMENc27 rn—-26B %, wiIKDPH -+ + U v 4if & dioxane - H,O gy 50 ¢ TR
&4, DPHA#AS LT 74 =54~ (2.5 umole DPH /ml 5 1) 2% 4 (1),
KT & LT Wistar 5 o ARG, B OB, BBBERO ©032M YaEsEY - 4
—b&D, AW, B ra Y F)TSE, 270y - L0, EFREE X
DPHOKMEEHRE A4 T7n—+ Y7 L YABVBAEBEICED, *H-DPHERHWLTT

'Df:o

#® B
EHUBHHVODPHEAE® ELTHEE, MIba Y FITHHE, 370y -L83ETE L
BEAEICH~AWIEENC EBAD ORI, FCTETVF TPV —LE2EALEI PV FIT
SEEB, COFEE 1% Tritox X —100 TAET 2T &ic kD, $40% D DPH #&ER &
¥O0%BDEALAEL Lz, COABILENDPHEAUOEAEXDPH-T 74 =27 4=V
ED, BREATRBHMGICHERL, St PTH 5,
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(RAEO—WIIBIBRITALAES (19794108), HEED.OIKEEL )

2 TADAZEDIAPIRE

LFi» o EABERFE— (BUEER BHEFRE (TA»A+ Y4 -DEIUMARET (B
REEER) LOWRARICLY, MTALAEOMHBBERIE DV TE 4 DI HENRETZT -
T & 7225, 4 [l homogeneous B A 4/ 7T v 4 B2 SHBREMLBICHAT A2, ZB0REH
A AROIISRAEERESL L, IAEARETS, B OEESER LY, AIEDIE
XA TLONCETEBIOHBREOBEEREAEB L, LLEOBRRA2RE RE, 11, 554~
560 3 & U 561 —566 (1979 Ic&|E L1,

B 1 Preparation of Affinity Gel

%—OH + CH,-CH-CH,-0O-( CH
N/ 2

) )4—0—CH2—CQ69H2
agarose 1,4-butanediol diglycidyl ether

0.2 N NaCH

at 25°C

~0-CH,~CH-CH,-O-( CH, ) ,-O-CH,-CH-CH
% 27 2 )4 2" FH2

epoxy-activated agarose
Na DPH

dioxane—Hzo
at 50°C for 3 days

Q
H
%o—cnz-gg—mz—o—( cH, )4-O—CH2—SII:II—CH2- \‘ ®©
O

DPH
2, 10 and 52 umole DPH coupled/ ml agarose

X &

1) Burnham, W. M. and Spero, L. : Epilepsy International Symposium , 1978,abstract
p. 79.
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10. #REBRBIEFARERS

22U IANF—OREICHET 5—EE
EERE., PEFL, Hhifk, BESEE

(BRD A7) Y IA9F — o0 THREBEM, £EMRHE LML, 2ORRICOWTERL
7o

(HRROFE) HRKDF <Y ¥ I 43F —OHE L AROBRG AT TBF LD FI 8854
RO, SEGAMEZPHRRAITOEI IO <) YIERTAE I A8, ABGLO 34 v v 54
L, SDSHvESKEE, slab y vESKKBIEIC XY I 4 v vlight chain (L C) % HEL %,
X LDHSE & T L 12,

(R 1HMBLZENRE © 3 4 v Y ATPase Lo TREMYIF T 10673 KDHIGHE T ~Th &
A F1%&RLI L Liof g2tk (MAG , Phosphorylase PAS ) w244 71 A,
| BEUOZRIC AT &/, 2H/ZMRE  AEHD I+~ YLCIRS DS Uslabsr vE K ik
HTIBETH oo KEHIAY VEEBAE 748, KRBB A v v Eiticslab BE5kE © &
HI5L, LOHEEBAAUBHEEZRL, KEDLCRBEFAHDEIIC—F LARGN b2 4
TIHMEER—B LD s, NAEDLC 1344 FILCy E—F L7, LDHSEIRLD, >LD,
>LD, >LD, TLD; B3RP ONILH - T,

(BE) KEHRBMCENCR100% 441 FIHREL S EEELIONED, AFEMICIES
AYVLCREA TINBMELAL SETHVADLC, 34471 &, LCy HE4 7T &—KL,
COMRPOKEHDIAY YOLCREATL T, TOVFHIKGBIBVEERBEL TS, »
PLIAYVLCOEARDOTOHRRMELTRD ,, RBAEL, 2, RMREOHMEXR, 3,5
PMEDEFUBEBELZOND D, Kal23) DURERESBROEEEL TV, (B20E B KREE

SRR

%, BE, BESE ETHETIRRO 1 HICESNEITHE I A8 F—
HA i, BNES, BOES, HEER, BEE_M

R, B, BERUER, X452, BEF, B2AvNBiolE, 28R TRHORS - EHMET
53k, MBEWECIE, B 16, MTR)IKHRAI OETH DI A F b >t BEKRT
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I prseigt e

BANARE OB A I TR A OSERICHELE, BIFRBMLE . CPKEME, $2 (225,88
3 (180 PIDHDHIZHEICHE. LD EA->TWS, 3HEHGTT Tinsulin OB SmERL, w1,
2 PIRREIRRAL, 3 #1& & growth hormone DWRL 4% 5, BESETII L ISR, 4 algE s
I E 9, lipoatrophic diabetes , progeria, Werner % 2¢, Cockcayne sE{REE & ic frEd
AHLORBEELEL oo 14T - DR ZEHOELORMIBES S, FLOER HO mie
HaELME L, (F0EBAKBELLHE)

ESPRB (CHEE MR ALS FERE2 L, Z#R(CTprogressive subceortical
gliosis (Neumamn) &EBiPHii-1 )
MA ¥, BLEI, ENEFE %E ¥ kemg™

STREI i, SMARBEER, S5BNFH OER, BRABE, BHESEE), BER-), S6EERNE
ERU2BOENBHER, HMET, fasciculation, FRHER LEEM, STERMEEEER £ L
BeCo HIEMARDOMMEIMEETH - 745, £ pick FCH L EBbit, ME 1, 040 g, HE
MEABETUIAM. BEICHREOENICH L T gliosis , AINEE, RE FHEKOE M6
fali% & gliosis, BEDZE(REE. BHATHDMIBE & gliosis, WMROZAb, 2 AL (),
Pick #afa(-), BMER-)L RBHEMR I AE O gliosis A3 DZEAbIC H LHEHIC 3L & & O pro-
gressive subcortical gliosis (Neumann ) iCif @ EE 2 72, T D & S5 1EEEE - RERLARE
BED I DOBTHERRT 2 Al AR RE L, (F6OMEE AMRPLABEMLL)
EYREEETEGE, TRECAREE R

BRSNS ERED 2 KA
— ey Werdnig— Hof fmann FEDMKE E DOt EROICLT—
BEEEE, BT, BOER

ST EEARTBHTEMED 2EMNZRRL2OT, £OHMAMEE & K Werdnig —
Hoffmann % & hBA S L 720 RIE TRMMEAIEE (& QAT Pase fets) EFEHIsfiber type
AEW T DREBENEET L CEPUETHLEEALLD, GENTHS I LRDNL(RT2E
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I SAesEE

B AR E SR 2)
grouping %R L, reinmeruation MERTHBL A I pRbEE, W-HRKAD2HES 2471

X D1 BB KERIZRH I, 1§13 Small group atrophy o #4s, Ml i3 large growp
atrophy O &BEERE DM, RPOELLZdDEE b, W-HE TEERBREDICEHK
D472 CHRMEAZRD, BRI LOEILIREZRET 20, K2EFTRES 72 CHIEC
(/N T, denervation S—ERREHRMEMEOEALBAERICEE TV EC E2RE L1, (869
[F] B A f et 2 BE B3 A 22)

BEEIANF—0 2 H—EMSEOEEICDONT—
BREE, SAKEE, wpiEdk, MLER, BE BEE M

BRpr RicERE N, M CPK BESART EMIC, B Kk U skinned fiber iz x
BREET 720 EF 1 BEREREICHRNE C &35 <, EM2 BELOEBHERER L, BHIRE
T, EA L BBEOHFEHEE/RL, EF 2 Tid pyknotic nuclear clunp % 4 /Nl f 0RE
EEME I SRR M A L2 R4 5T B4 8% 7o, halathane, caffeine ic %4 4 % skinned fiber
EETE, EM ] CIEFREOHBEEMEC, EFI2 TRIBLEAEDOHRESRE LR L, i

Pl2BRRCHRELTTERERERNE LB N, M1 REREBELRBZVE, 2507k
EAEEESHEORBDOL T, 2HHORIHSUEEB b, (B0EDAHBRPELME
2D

SFTRICREL, AERRLBEDOAFTERUL, HEELEFERBED 1 HIRH
REHLE, He H, Bhifdk, kA=Y

A6 MADER, FiFIWM EEE FRET, REBICHERBI0V,, & TREE 4350872058
ARY, ARPIEFK 7, 334 AE, BRET - LEOBEFLHABTICE S0, BE
BRBERDIERITIZC, 2 ORI EETARDNE, BELER FROHER - HAETHH D, &F
WRBBRBREART, 3AF —FERTERBON [FO>BHME] 3Bl. BREBET, 77 2v
* 8 K EIAL
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I BR5EER

s L—Ya YREDREY, CPKREELR., HER THREREMLHICED L, MEEREFRR
B S TR IV, A BTG AK T, small group atrophy DB3H D, FEMEHEIIE & 44
PO BREHROBLLENE A T BHET, MEEEHERORILE -, (EBI0EB Kk

R RH TR

IRARFHCTREL, BEHLRETHREZ L S/NNKRED 2 BAG

A B, EHTE, BpiEdk, KRk, BHEEZK

EFI L 33T Bk, EHHETERION B TORMERRZRER 7 57248, 40C ORED3
Bf e R L OFVRERERSHERL, DEHHE L, BFLORBEET L LT > THoHE
1b% R, REKE D, EFI2 21T Bk, £ %101 B ETEF TH - 7 BT Ok Vavicellaic X 3 ¥
RICBE, TORIOKBERSHEL, 14,5 FUREVLETER TV 2. FEETEMLIC
TR OMAERE»RD 5o MRER CHANIBAL TERERCEREOSHTRE, MK, EFO0/NMY
SELR, WUSE KBS SR S0, SER 2 TR, EEERIR & BEREOsquare wave jerks %,
ER ]l TRELUTORNHEREEZED I, CT TREAE &/NMEDTOERSEN. Fmp
i g A OEEAE S 12, /NREO acute cerbellar ataxia o #%3E%E, post -infections cerebellitis,
ataxia telaugiectasia DARLHED AHHIC OV TER S MZ 72, (BT1E B RHERELERMT )

RMEEZTRICRSNLZIED 1 F)
HEERE, mMILER HE B BEEKE, hERKT

IMMEEEICY - 2R ERE L OBEEER R L, URREBBCOEEE L/, EARZT6T,
3F OEMUT, REXBMITNBYOIRE ST, RERBAL L SR ESORRAR ICEEL
BidEh % EEL T, L L2AERE bibic, MEAECHEREC SHEND D, FEHICE R
BRETHEE SN, URIEOVTOREFATLEREBECKETHE RTEASZNC L, H
BHEAETAEATHOEORBLIVASS T &, GR% & DEHTHHIRIC K D DRBIER
TECE, NEDAD LUROMEKESEEIN, DERBCEL TR, MBMERRE L DFRkE

* 7 R rh R B
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0 FFE &

EHAIEREED 1 SIRMAR
SK 8, MILER, mE—H R H kE &

BF ok, FEREFHR, BRE | SHOEIODEES, 0EL DEREL. AFELD BRYE
Ko LMRVAEKBET, MX, WOEHE, TRAREES K« S HE, S3FEICKMBESSE L
¥ RE, Z D%k Adams - Stokes RIEIC TR T, AT ZQIPERICTHRE, BEEKIZ & & lipo-
fuscin & HE P THRMEK b B~DEERD, BRERICIT pseudocalcium DB HA S, B
R, ®IK7S & Tid neuronophagia 25580 Shtc, BE, MMICIEEENL L, BEIB T —BIK
astrocyte DIEAE DS SN, HBEMMERKE, EAM, Alzheimer [REBHEZE(L1Z EIdBD 12h 1,

RERBNT REOF PR HBIER T RABER L LD & SN T Burks 5 KO FREFT B3
Ea3nhi. BREIDER, BEHRRIIBuks SOBEFNCLISPUTERY, - TR—DKEKED
CbDEEZONS, AR THEBRKICET 2HREENRFTRIRLLINTEST, ALEROE
BREL O ABRBERRHEICNES LEOLNLOTETORIEZMA 7, (EBEBFXMRFE2EE
JebEH H &)

* 37 PY A AR PR

Distal myopathy &85 1 F
BFIREE, B, ma, BHE_H

THORBT, FTHENGEBMLOBEREHNEFETRL 20T Bl A% 8E Lic, REEIL
Vo TEREMB TREIBREH N EHCERTHERSZD ohic, MmECPKMEE 2000 ~
4000 IU/L (E®fE:751U0/L J/Jl'F) CEEERL, HENAHREEER L. HERTR
T, GHRHEOTEFEOR/NARMS D, HEELKE, fiber spilliting, whorled fiber st B & h
720 MBLFERNBRE TR, #4 7 IHEHEMHD -t EHOBERHESTBD O, L=V
HEick b, mE CRK 8L UBRKERIKEIZE - 1,

A3 markesbery 5, =@ 5, Miller & o4 L - IR o distal myopathy #1ic 35013 2 25,
FIBREBHICEN BHCERIHERSTADONIATHRETH S, (BIO=FEHRRERFE

=)
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I Htoeis

Linear nevus syndrome &= 3 2 5H
RiE B, IBxfk SHEAEZ, BIEE, §EES

Nevus unis lateris &i3, #BEREERHICAINIERATH D, BIRERIREBERE & i,
BRREBBEGHL L T—EINTV 5, REMRE, ZL3XBCHHT 2BR~BROBER,
FedERE T, MEFENICRERBETH S, LELERMOEFEREME S, RFEMICI, B
MEHRFEFSE L, BIBHEERELSHLOTV, KEE, WE, RERTESEOPTV, &
EEBONB2EN 2F 47 AK, 2F 87 AR) #8KL, BLTHE L. (BIE=Z
BEBERFER)

En 5 HEE K E @ %R U /cmultiple system atrophy o 1
HES, A 4, wE—t, REEET naEs"

EFRATFE, BEDLL6DE, FEEE, Y)ORETREL, b 564, HREE, 1 /&
Ty EDOBRMBER & IRERER, BHERBLED N~ F vy VERSHBEL , MERAR~
NS
ABEFR R - —REENARICEETS L, REFKER. B, BEEE, EuBii~Ens, &
T AR D b £BRGEE, >RSIk, EHRESMS ., FTREH - RS TUE
BB bV 72—, L-DOPA, T—F v, Y4 bLATIEDRERL-Td ERERRBH
EHT, BheKBEL, XoICRE, B, Ok, O, 8E5E0TT F—YRAEREGPE) -
HOBRBLES, EHAREESHRL, KPKIOIE, ST EOBMEZTNMO0, 5 FORBT
BT Lk, BER, SREEDT 2608 L, KM, mEEFE, VERRE, BK, HER
EREIKERERREDLE D5 1,

(BIRFR) NEL 200 8 . ARMICE/NEBLRERLTEY, BETREZOEERLEE
OBREREEEDI,

SETE, T2 ) -7, 8%, v+ v oiie, %, RECERTMEBMROERRE &
gliosis ZRbr, ZOM, BER, &< ICEOMGE, A4k, BRMEN, DREES, FH,
INE @R, REMBEAR, BEHPEARKE SIS, DEEOMERROBE & glisisZ
foo 134 Lewy /&, Alzheimer iR [REHEZE(L, BEARE ERIBH UL -1
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I HRHE

AFIIA ) - 78 - B - MRR, BEMER, BB RER, BER - VvM &K - RERTLES
FHECHIEREKBTH Y, BERLFRERONSHD L THKS 2EFAEEIRE L, (B4
=% EmER BRER)

* EEBRFE—AH

ACTHEEICHESERTKEDRE
HlE B, BEAE, ABES

CT2++vOERiCED, ACTH, 2704 FRETUFEDOMERB/ NG Slcd LMD
NT&l, RAFBAFETADADACTHEREDIIC, g/ ickRE LI EBbh 2EETKEL &
BRLt, BE/NIACTH#®RE1 #ABTRATHD, BRNICAER, FHEPRERTELS
hizo ACTH O¥iEE & bic, BRBRREEL TS, BRACEIAE®HOER T KEEZR R
Lico 202MiIci3CT 2% v v, BilE, HEEXRERBERHTD -7,

HETADAD ACTHERICE L, BETKE#HROBKRLES S LICEREBRE L/,
(B4 M=Z2ERRKBEEFX)

EMSREEERVERER EOHBRAR
BERRE, BPiER, SABEX

(i) BHSANEZERORREN EOHAMFROLK, NREFE) EF1  BESRE
B2 H ADRFEHE, EM2 ; BEMCEEEERDEVY, MECPK @EEZRL, FK
CEMEREET 242 BHE, EF3 ; CPK BEDOAERTOSBHAID 3 HlOLRTE AL,
MBI RBEETE -, RER) EF 1 TREERELBERRARET S 5 4 71 CHRHME
DEMUNBLE T - 12, BEH 2 TIIBEEM, angular fiber OFFE, 44 T THREBELIS &
DREREHEAEERE L, EF 3 AHEEORNRRE, BRBHOFLEL EHREERMEFLL
KRRAERD, ($&®) ZFVEFT s AN—CED O VEZHE3HME S REERLIY,
BREFATRE, ESANESIEZELORREY, RRBCIBREREMEZEERE LLHAA
2RI, XEUBROFKEONVATRHREE(EELEL, 3HRE 4R - IRER RER
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I Hme

L, #BHRBEON TP, (BIREESAMERY vRYY L)

HOZPAT A —EOREDBERE M KOTE—
BEEGT LWARRT EE EY

BEG Y R ONREERD BT, MRSERIVIBTEDNETH O, AR OBRRRER
(72 & Z ImEmis, SABETER, CTHER, NHLER CBATMHBBETI EBE,
BESI RS > WP RWEHKICOW THEEERRALF L.
MEKDOMNBELEHEELT, OBWHEENRSL, BRETHLL L. @FERLE L, LELBLLEOWD
BOMBHETH 2L, QALY ROEFESBICO DAL C L, BEBEX LTI,
MERDERICH - TIR, OWEIRDR y F~DEEDHICRAFHY, FDIC2 DR
F—TFEBODOHERL, XREUVO b L Lk, OWHKROBAMBIMOIT LEIRRICL 72, OF
AU, WEKE LA S OAERL, FHICHEE B X DI Lic, OMEICE, NEER
FHEEBE LY, Ve~ BA, A, W BRIV BERITHLESDER N
WEDREBZBREL I,

RIEL R EFER LR, DEEESREICE - TRELEPD O, BEWKLELECR
St NEBEGL S, BZ2OBCOERAINTEOEREENSECOEL, XEMF»o0EK
EBTLEIC S MEIRO—BOAEERA LD, REBIKMHF 2D LTERL T 5,
(EEEMBEANERTE (HY R o7 —FEOREICET 2HKAXFMIIR] FRMS4GEE
)

* MR R
* BUYRBEERTR
















I 2 e

BeafE] BB L, #FhD 5 — <K 2O THRAEARREEHAERRORELBLIE -1,

FHOBERBEOZEESTRIF—HORETH D, 5%, ABETFHELTOEEEDZTA
hEREL, 2W LBEETTHTWLBICR, Rk LOEER () OBESKETH 5,

TOI, RE5DEHICARBERI2ALEBALOOFERBEREEL2HF L, Bl 0B
B, (RERE, SEIMBKRATH 5. SEIHLOP T EEEINDL T L7, B
FED & D ICHEED BT O BN IEBEIRTIIHRHFRE LTORREBERT CLENTET, 4
KEBLEDTARBHE ) L) F —Y 3 YVORRUBEROBRELERORMK, PT, OT, ST
OFERBBARKMKETH 5,

T, BIEHOKRESS VDI EATORLN, RENSJULEG TOE OMBEBHD, 7
— R~ 7 EHBFEHOEECMKRET, T- 1 REOEEH T —~R7-H—-KMAT, 5564 A&
DT -2RBREY ~2R7 - -1 ZREINZCERBDZOERBIFINTO S,

WIOhIC LT hIRAT, BRRBOHBE LI, ChLDNTATFT 4 AVRE v 7 ODRENEGHRDZ

BEHORBICARARTH 5, ER MUER
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Il 2R

% 2 EEERERRERN AR AREEHK
(FEFISAGE D)
2R |5 55
s 4 4 5|6 78] 9|2z 1|23 |as
1 -1 O 2% H) 1 1
1=2 (TABA) | 3 | 1 2| 2] 2 2| 3] 3] 2] 20
1-3 (e | 4 | 1] 1| 3 3| 3 2| 1] 2] 5] 429
1—4 Bramw | 1| 2| 4| 5| a] a| 5] 1] 3] 2] 6| 340
2-1 BrEm
2-3 (et | 2 | 2| 2] 3] 2] 3| 3] 3| 2] 2| 1] 2] 27
3—1 (krigu 2 2
3—2 (BHEH 1 1
3 -3 (kiigh) 1 1 NI R 1] 7
4 =1 CEIERH) 1)1 2 4
4-2 BFa |2 | 1] 2] 1] 1 1] 1| 1]1 1] 2] 14
4=3 CGh  # | 8 | 11|19 8|14| 15| 13| 6 |10] 14] 17| 6 |141
4 -4 (Briem 1 1
5-2 GEe®R) [ 1 | 2 2] 2] 2 3 12
5 -3 (R 2| 1] 2 2 | 2 3| 2] 2] 16
W e & |21 |24 |31 23| 25|33 | 32|15 |20 26 | 42 | 23 [315
6 -1 (& i) 1 1
62 (& i)
| oL & FF 1 1
T—1 ChA®R) | 6 |10 6| 8| 9| 4| 7/ 1| 3| 8] 6| 9|77
7-2 CRERED 17| al 7| afl 6| al 9| 3] a| a| 466
Mo# & # |6 |27 1015|1310 11|10 | 6| 12|10 13 |143
# |27 |51 31|38 |38 |44 |43 |25 | 26| 38 | 52 | 36 |459
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I 2R

3 MEARGIUNEHERNRBEERANGRTE
(MRFO544F )
2 wmOoR A R NORRO& R
% Fok(ER) | FRGER) | B (30 (2@ A| FR(EH0 | BRGER | 3 GEXR
54 4 13 37 50 54 4 11 45 56
5 29 64 93 5 15 52 67
6 24 60 84 6 11 56 67
7 24 101 125 7 12 52 64
8 21 71 92 8 14 76 90
9 21 71 92 9 10 66 76
10_ 20 113 133 10 27 93 120
11 22 87 109 11 9 78 87
12 14 100 114 12 15 113 128
5 1 21 99 120 55 1 12 89 101
2 16 92 108 2 17 107 124
3 14 124 138 3 21 123 144
&t 239 1, 019 1, 258 &t 174 950 1,124
x4 SMEETHRBEARRBEHANGKTE
B N R A R N
A (7 - 28 (7~ 1 5D
?H A K IE O ERE|A K| B K
54 4 6 2
5 17 1 10 17
6 4 4 6 12
7 7 6 8 3
8 4 7 9 10
9 6 3 4 6
10 4 5 7 6
11 9 7 1 1
12 3 5 3 5
55 1 4 3 8 6
2 4 2 6 5
3 4 3 9 4
#t 66 46 77 77
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Il ZHHE

x5 S4FEETHBARBEZENR

R AR /N RN R
(7 —2%8) (7 — 1588
HmYR a7 4 —JE 8 13
T DOfth DK AR 11 12
B = 2 — 1 YRR 11 3
N—F VY VIR 5 0
NV F U SEBR 5 0
FWNKE M E 4 3
L R 5 1
&= H & & 6
R B a7 o 0 18
KO R E 3 0
Z D fth D R H 8 21
it 66 77
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I 2EER

%6 BAFERE 7 REEPRTSRTELR
BBFISA4E 5 B4R fEAFHES
YhIBEARIE ORI/ MR RERZET 5 2 EH
(B 88/ NI ZE )

BI544E 6 A250  /NRMERHE Y
Hemimegalencephaly, hemihypertrophy, hemipigmentation, mental retardation , epilepsy %
2735 2 5EHl.

(Linear Nevi syndromes )

FBFNS44E 7 B23H  tERNEHEY
Painful seizure o 1 4.

(ZRMEELAE)

BM54F108 8 B /NEHEBHE Y
1 ORIB TR EREE T -7 8 7 B14
(Adrenoleukodystrophy )

BG4I B12A  #MENTHEX
IREREBRSE, Mk Earodystonic rigidity, iR %29 567F i itp
(% LR O )

BG4 1 B4R /NEMERHEY
BEREERIBHREERETET A LIT BT
(Sanfilippo’s disease )

BF5S4E2 B1BR  fENFHEY
Pes cavus % & - Sensori-motor neuropathy @ 1 #

(Idiopathic chronic polyneuropathy )
FBFG54E 3 B17H  /NEmERRHEY

Nk E RS B 2 FEF
(Myoclonic epilepsy ? )
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3 REEKEELICKEA - AESEEICI2BHEDS, MEREL SOREEER

INLCORERBIURERER I, MERBEHR, HERE, NER, ENCCOHIFT
ZNENDOEMPWIIE L ST RSN TE 1o,

UL Lo 3PEmiRR, REmMRR, W - BESER THICESL —B LB iERicE
EDOHLEERETH L, HBEOBEBIC - THEETE I C EBTELOLETHD,
BAEFOEEESTEIVCEBEZOHEL T, AEHLSFI LVESEZ LT T 30F4EY
¥, BRAY, ELE, BRLABERSOBEHENFELOBERHAIOL Lk, RROME, HL
WIRRE DR, FHROBU AT s LEHELT S,

COXITEBEOERICIBEDER - HAEFHLOBEEL, HFLORBOL LicEEES
BOMABBBHL D 2, Bl FELEZEETICENBETH 2,

Aty 2-—DHELEGIEEANICRIBIZROLICENI NS,

L Reva-dHWERBOMERERE LT, BN OHNENBHELEROEL LT

395,

2. Revi—-3IMAOWMERS, ML +oUHEEF L LI, ABHR S0V«
7 P E2EMNICHEETE 2R E L TOBEEE b0

3 AeYE—REYDHIILT, FTFEYE, RAER, EE¥, BHRLEL EOBEHR
FORNERETEMBLBEL L, IR0V 27 VBT 2RI REE
BE LT B,
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