1778 0034 A

=16

SEMEHREE 3 H)
JEffEHREE (17 H)

SR 10 4R B
BRI B MBS (R E)

PERRPI AN X B AR - B O BN IR & GBS B RTSS

EEMGER | AP (E e - it v & —REmk)

SRS AR (5 R
G (R k)
AKH (B LR )
FEMEE (ETREES Rk
BRI (EST AR
FHFE (HT R TS5
BB — (RIS S ot be)
WA ()
AW (E TR )



REMARESE
ERRMENT & BH0HE - FiBRSE OREMY SIBEIC T 355

EENFEE P SR

EINTES D - AR & — R R

WREE : & - FRELTHLE LT, Z20HEEMBBO D ORFIEEIE (research
resource) % HERT B 720 DNV 7 Y AT AOEBRER ¥ EFERE. &
EETH 10 BEE CHEM L7z, ZRO DR TN Y 2 AN LIz D 7 —
IN—AEMED, EOWRENERBT 2720 OBFFEERRAY v 7 — 2
(research resource networks: RRN) % B 73 % 720 OKEWE ) %47 - 7=,
PR 10 FE S IRE, BIZTF2W. REAMREFICE Db 2B E >
ZUT L7 L WEX OFR L BtE L7z, MEENZ ) 7 Lkt
Hospnet b IZ B4R 0SBLG S N RS T TIoF — ¥ R— XML ENTn 3,

THARE

BANE  EVFEFRELER HRAREERE
ANER  BVEER/ \ZRKE IEE
KA ¥ B EERILEREE REE
AEEE  BVAEREEERE SkE
BN EEVNERRE FERERE
HHEE | BUEEFLEHE KR
i — B EETRERREE EE
WERE  ENEERTIEE RE
HIFH= | BVEEFTEREE KE

AKBEM

TR - AR B % Rl & 9 A R EE SR OO T R AR RR
IO R % e IRV DLETH 5 Bl 21T
HARES % SRS RAE L T BT ISR, LR
72137 T7% <. DNA, RNA LX)V TOHFFE. in situ
hybridization COFFFELIHEHETE L, 20X I %
WFERE* KIS OS> 274k) L. &5ic#
N e ROMEEICERAM. @5 T2 2 ki
L ED L ETHROTEETH S BEICITE
IR MENLZ L H 20T HGEYRE
PEIZOETE) ULEDOZ L RBHRL. 851
REIRERHRSES T2 L2 RSO Bl &
L7,

B.” IRA &
ITHIER. DNA 2W% EXEEWICITO R

TWwa EVFERE. BEFT 10 PR B, k04

EBIZOWTIRE R Bth. EfiL 7=,

OERIFEDINY 7 ¥ 27 A ORI
@Y 7 BBEDTD DT — & R — AR
QBT WIMRIE T 2 AEEOHEH
@RS 12T 5 v — VED

C. BIR&ER
OEREE DNV 73 25 A OB

1% - BHR BOBW OB, AR N7 BHEHD.
BEEMR. ME»558 L7 DNA % -80CHF
4 =T7)—F-—ATHREL. NNV 27T r L
XAY =k Lz, EVAEM - W& 27—
L7 0 #9 1,200 BOMIKE NV 7 A D Beiz,
N7 AN EEL0ZRIELVWRHY T+ 2
&SRR THERMEH 3B 4 2 B2 s
AL gE, DNA BT T b, $7-4K
B R OREFMPL O RA LNV 2 A LT3,
QNN 7 RED DD T — & N — AR

NV ROREIIE AR X 2 1r g
INY IR OERD W, ZONE 2 NET 572
DT —FN— 2B % BtA L. 606 MAEDTT T
RS I N RIEOEE, BRI, 5w
RERIE, RANROBEBHR (E. HH)) ¥ AN
T AN L/ER L. Hospnet %38 U THOAEY X
TAWHE SN, BHENRTWS,
O HERIEDRET

DNA ZWr DA% o FIREZHDMICEHL B4
HRE., I -RERIEICET 2 EME R RER
(RBEERZBEIR) & L IR L, 2
KRBT AKHEE (K1) tehiitT2%E%
B7TEENOHBOT A FI4 v 26K L. F



10 FEL W EABR L. BEETEORRK
BRILCFIREZ N, BREDH S b O DAL Hospnet
PBUTEHINTW A,
@BRIEFERICETBHA F 54V DRk
N7 IR FINRETHFRRICHS T
ZEOFAFT A e, hEHAE (K1) #F
FEREE R2) . REAHEE (k3) EHL
TR 11 EEPL OB RS ERBTLIILE
L7,
1

R GERE * TN

-

& %
R
&30 Reg
RIS F

TEL FAX
e-mail

FTRoMA SV TR EEFELELET,

REHKIRE
& 8
s

YMMBOWRCHR D E LTIR,

(1) VY=F+ JY—2 - %9 b7-2 OMROBHIEMT 3 XXRRE+HCHE
RN

(2) ARHBBEHR YN0 - Hik - ALY EFOREAE T, B,

(3) BROBULF KL OMTARL. HIBRARESCHES W8 RERY
Lo,

T IS LEERVRLET,

i, BRBMOHC,

(1) HRORGUEFIBRCN LT, HABREARL, TRERBLLTRELL
RATY (LLAXFEST) £ L

(2) BABROLBEMLT, EOHARMYP—F - YU~ - 2w P2 EllD
THERRI BB LS BEARL, TORRELBLAHTHS (18) &Y
YeF  YU—2 - Ry FT—SBBRITRAVALET,

HREES (8% - WO L)
2]

RotEw
I SR
K2
wRIES
| EMBOReEE
BIEME
WRAEEHE

(BERRRMEI. BRULZSTORATY) -
(REARMRILE, DNA, RNA &, EDXIRFRETRMEEATHOR, BRLTT
TN)

HéBFORBOAR
(REWE, /XTI 74 LR REYH, AR IBQEREZY, SANCERL
TKEEY)

I RAFORKTH

BEHLUCHROEE EREORS

%3

BRRBRRE
WAE - WS~
YH=—F  YYU=2 - kv bU—2BERE B
EBERSE
2]
TRoMM > TRROB L ELE
ERERS
g2 14
b A PAX
KELUT, BRMORKERENELET,
EEL, YHIBOBROER. BHOBORARKTOVTIE, TROLIEDY
(%
BRERS
[ 2R
ns
ARG
© SReAEonS
cHBOR=HD BOR/E
© EH L ROMR L OBIR
« BPEERORIE

iR o1 )

D. =&
NEEPONY T Y AT AORBSIHITIZTER
L. SH0OBELEFy b7 =211, B EEG
LAl 3KRELRBRERTH> oW E WL ERBFE
WOMEIIBEICES LI E o7,
AREHOR KO RIGHEET TCOMEL 13
Zr)T L ThE REEEZYTL. B
EDO DEKEENE LN DD ATEREN
TV 5 AREFFEIE TR A ICERNICHL D) A
REEPON V7 BFOERAVHEBEEINZZ &
EECEFMmEN 5,

E. &%

ARMRH TIPS EICERL 4 RERE
ED DI, BB RRRELATo 72, DO BEE
T ITER SN S BRES  ORGBORE S 1,
N7 BREIEERL LTALA—-XITER
SN BEFFRERDTR L,

F. BIRRX

1. RXFEE

1) Nonaka I, Murakami N, Suzuki Y, Kawai M: Distal
myopathy with rimmed vacuoles. Neuromuscul
Disord 8:333-337, 1998

2) Nonaka I Animal models of muscular dystrophies.
Lab Animal Sci 48:8-17, 1998.

3) Kobayashi K, Nakahori Y, Nonaka I, et al:



Founder-haplotype analysis in Fukuyama-type
congenital muscular dystrophy (FCMD). Hum
Genet 103:323-327, 1998

4) Nishino I, Minami N, Nonaka I, et al: MTM I gene
mutations in Japanese patients with the severe
infantile form of myotubular myopathy.
Neuromuscul Disord 8:453-458, 1998

5) Kubo S, Tsukahara T, Nonaka I, et al: Presence of
emerinopathy in cases of rigid spine syndrome.
Neuromuscul Disord 8:502-507. 1998

6) Makino M, Horai S, Yu-ichi Goto Nonaka I
Confirmation that a T-to-C mutation at 9176 in
mitochondrial DNA is an additional candidate
mutation for Leigh’s syndrome. Neuromuscul
Disord 8:149-151, 1998

7) Kobayashi K, Nakahori Y, Nonaka I, et al: An
ancient retrotransposal insertion causes Fukuyama-
type congenital muscular dystrophy. Nature
394:388-392, 1998



BARZHAREE S (MRFHAFER)
THEARBEE

R R BT 2 SRR
SERFRE fFx NF EREFREILERAERNRER

HREE  AHEHRROEEROEEBRED SO TVWEI53I 222 (AOYY) O
BIECDWT, ERREHEZANRERBENICRT LA, A0 21T Schwann M
OHEBNFRICTHSRBE LN, RICEERZET5HEEABECOEICIIREAL Mo/,
KRR TIRENETNOBEIZRR T AV 74— HLTWBEEISHh, £
EEZERT2EEHOHEBICED. BRoBERZELTVWSAEENTE EN:,

ABBIER

R, TNETHRHERREIIBT2H
REABMEEOVWTRHL T, EEKIT
CTOXRMIIEEBREE TS Z LAWEBN2—
DOMMELTHShTWS, REEOTE
BREALLTSI= D AMSN TS, i
EMRER - FHITIREDTAIV 74— ALTH?
FEIINAATTBEIIFEL TS &S
N3, SERLIE. ARKEHEICBIT DA
Oy ORI DWW TR Lz,
B.HAFTAE

MERIE, 3 FIDEBRKRHEAET, BEHIC
EXTHD1HEBEHREEEZRITESY I
UREEZ a—ONF— 2 TH B, HiK,
EREHEWGEEEEEZAN, ATV %
J 77 01—F)VHUE T ABC I TRERE L /-,
CHIARER

ERFATIE, EASomnEICADS >0
R D T, BRARICHRN o, R
ST, A0 03 Schwann SRR BERY
ARICRSBERL TV, Bl EBROES
BN FORE 2D o=, BERNEED
mECH AT ORBITEMN -7, BikE
RE 2 —ONRF—HTIE, EEH LRI
fERIC AT COREERD, EldAS5NhR
o,
DEE

FIZVREEEOXTERREATHY,
ERBOBEHBEICEDIREILEbIC, 1
STV REDHMEROZREHEMEEL
BRIEMIERERT LS TN S,
¥, SR atH - B THEWVWDOR
2% 3FXHENSROIBEASTTFTHD., &H
CREROT AV 7+ —L00HD, RIz5H
BRERDIIZTAY 74— LR
BMICRBL TWA LIS, B, (O,
REHE, BRZEOHEBTEICREL TY
ADIEFI=2 (Aayr:a2 < Bl -7
1) EWbhTWwa, FEEOHETIT. Mk
BEICZI =1 (el - B1 + r1) ORE
NRDOEAHIEZHLSNMILTED, SEA
Oy E2RAWERMTIE. AOY 388
RINTHHOD. fREEECmMEIZIIREL
TWwishofz, LEMNoT, RKEEERTI
FNENOREITRR T4V T4 —AN
DHELTVWEREEZISN, ZOBERIZKVE
Fro F-HERERE L TV B RIEEEASRIB X e,
Ef&aR

I ITEERREE. AT IR
ERAIZRBEL TV, ZOZENSTI=
IR O L EBR TR ST
AV T7A—LNRELTHED, ZOFRITK
DI IZUOBENENThOBETERS
TWBalREHEATRS S N,



BAEHSARRBUE (RHULTRER)
SERREER

EFEFEREHHERICEITA2CA A7 4 mRNARIR
CHTAIAFILTVEZYOVDOEE

SHEFINE hliEER RIRRFNERRNRE BRR

BIREE DucheneBIfF PR bO 7T 4 —(DMD) OBREFRFICKEIBROBEMBEBZ 2L L. S5IC, DMDICH
THRATOA FOBKNEABFEL2RSE0T, £ MEMERGHERICE ISR MO7 « Y mRNARR S T3
AFITL RZVAORRBICDWTERITL . Dystrophiniz, fusion medumICZ® Ligk. 2 ;8 CRIGFR
FICKEIBDOCONANE S /-, Methylprednisolone: 1 UMOKRRE TIRRT DL, WRMELLBL B-
Glucur onidase’: RERIRAE & U /=48 34 880/2Dystrophin mRNARIRIZ, 1.6~4.8MBICT NV AEN, LILEDOER
F. PEROATOA FEEHNDMDDERBEETE2BETILVOBEERNYROBFEOUNEDEEX SN,

[RUBHIC] #iE - HRBOBEERBII. HROKE
HEN., £¥rRsLS>. REARGEFORELZES
FEMLHIMRICERIBITLTND, #->T. REA
BEFOFFUARNNORRYEBERERLOBNER
HMICRBETHI LN, REONOKRERBICKSD S
DEFEZLN, E5ICIE. BEMEDBRICHRNS,
SEHI. ERBLY OHFHMRBOBRETOREE
IEDOWTHH%1T/& 5/, Duchenne®FL A O 7
« —(DMD) OiHEFRA DD RAZBITICFK S ROB
FHREzADdICLLE, E5IC. DMDICHTHRATAA
ROBANERARFELZIRS BT, b MEREIEHHN
RICHBIFIZZZ2 AT 4 mRNARRICE T2 AFIL
VRV oBBICOVWTRE L,

[Ak] FHHICTBONEREER (RAXYE) ZH
W, A&, Blaub, BiBSOAKEICEL, GM:
Ham F- 10/2% chicken embr yo extract/20% FCS.
FM: DME/2% horse serumZ AL\, 35mmESF >
A—-bov—=LTEELME. Myoblasth80%LL LI
o BT, medumZGMLUFMICEE L, —A
ICmethylprednisolonZ 1 uMORE THML TEREL
7=. Cell pelletsk U total RNAZ#H L. primer
3AB/3CD (exon 31-38, 1091 bp) TRT- nested
PCRZ17/xo /=, AEIMUEL L T. B- Glucuronidase
gene (302bp) ZMEL /1=, MBS h/-PCREMII.
DyNA Quant 200 Fluorometer CE L. Dystrophin/
B - Glucuronidasett %K &. Dystrophin mRNAR I %

/

FMZESE L THER&%, 1. 2, 3@THELE,
[(BRBLUER] 95ER. 3 AOBRRHHRER
FEXRTTRELL. BRRICLIBRRRICTSHSE
BATETH >/, £ MERGHL Y, total RNA%Z
L. RT- nested PCRIC& Y. Dystophin, 8-
Glucuronidase%1# ¥ L /=. Dystrophinld. fusion
mediumiCZEE U igHE. 2 BTREFRFICKS RO
cONAYS#® S /=, Methylprednisolone® 1 u MOD&R
ETHETILE, WEMEERL B- Glucuronidase®
A ERIR4E & L /=48 38972 Dystrophin mRNASE (X,
1.6~4.8ICTNAE N/, Methylprednisolone
ERMU R RRHRRIE, ASARAYIC fusiondt BRI &K
UB<. 153 3:8ikmcell deathM /X WEIRDSH o
foo UEDORRIE, BB, BESNTHWIPRORT
04 B 5HsDuchenne muscular dystrophy® BB EE
BETZ2EHETILVWSHEANHROBEOV LD EE
Zbhile,

(8]

1 Lev AA, Feener CC, Kunkel LM, Brown Jr, RH. J
Biol Chem 1987; 262:15817- 20.

2 Sklar RM, Brown Jr, RH. J Neurol Sci 1991;
101:73-81.

3 Hardiman O, Brown Jr, RH, Beggs AH, Specht L,
Sklar RM. Neurdogy 1992; 42:1085-91.

4 Hardiman O, Skiar RM, Brown Jr, RH. Neur ology
1993; 43: 342- 5.



BEMEFARMEE WRFHRER)
SERR#EE
RESEARCH RESOURCE BANK DRP - BERICBIT 2 E 7 VEBRERL 204y |
=7 RFIR LR - BREOD TEWENERTE
THEFAE AN % EUREFRLIEERE

HREE

EvEAMEr s 5y —-RERREB L TALERNSY Y - 2y 72 ORI S
BEFRED 1 oL L THYBRENUEAR I CAZEROREDNSE L UREZFIHOTE2E
BERZT . B—HBRTOHRK - ERMEOBEREOLARZH . BN T O FEHFRE
DEDICBERBIUVENGRMERL Y V-7 2 AATE L BEER YT 72,

A. BfRRE®N

ARRA Yy 7 -2 ODEMICE- T, YHkICK
FERICBIT B HE - BHREDHR L FD7-DITL
ERHIEHEOBRSF BERNOTE 58S L R
ERZITV. A TABELHER(CEET I
WIER R ORISR EFIRREROERE v b7 —
IRBELT, EFVEELERL. TOBREER
iET 5B,
B. B A
ARERTEYT 22 TOWBERN L 7THRETH
BERERTY P77 e BEL, PRB I URE
TOFTEFAALT REAMRZHET 27D O
FHEER BRVATLARBET 5.
HWILERETOEREY bT7—213. ABDLT
A ARERIEERICE T AR (PR EEELE
REHAERICE2) 2FIAL. BRMTOETFRE
VAT L IH BT 5,

C. WrsEs

1L BERREICHE I 2B S & R FRER
FAb KRR EHRE . LBREBREEM, W
MR mBEEE, B 3 N L REEY B L U%R
BHIWOBMERT. AHREOH A FIA VI
ZF o l-FFRME O - BFEETRRICL,
RIEHRNBERDOBHD -2 DNA, mRNA #
WEORTFIN MED-ODOERN 2 BRH 2 T
ﬁ Lf:.o

2. B - BA ORI 0%
ERNTHREREELT S 1 THRREICBNEFU
7, WEEASERERAY P77 v BEL
72 FOEMMZBREICEBVT, FHRICENT
EEERETIASERBZOERBELEEL .,
R B EDOREUNTOFREICH LT H BRE R E
BRAIMEL N BB EHEMRL TV 5,

BeE ToOMRE MR M B AL, TALE
PN 5 B BT THESE L T\ 5 HOSPNET LIC %
CABEFRBVAT A BEREHRRICLDAD
DL TAPAREFER AT L] ERALL, 0
PTHEOEE, FR - AR OXERIA, B
DHFEIC L B EAHRBRHOERE LTS,

D. 2%

HUBEEFRICBV TS 2 b MERRBENERE
Bhtr4icEmb L. IREES TR OERIC
Wo THEEHRERMMET N, RTEITRMAR
L. 2D HRTEARRINIBAI LTV, L
TOFCHIH LT HRELHRA T 5 HIBRER
Ay P77 BHIOBRBHRYITH S,

YR EHEL Y » ¥ — LA # IR e #E R B Y
v ¥ B EI R - EEFIC BV T RRERY v b
T—-s%FIAL-AFRREANEELER %,

E HRERE

LIRXREE '

MRERERR v b7 -2 IR RRESR (L
FHREARERBRET). 1998

LERREK
-Kimura and Kimura (1998) Expression of somatostatin
2A receptor in neuroendocrine tumors. Arch Anat Cyto
Path Clin Exp. Path , 46 : 366,1998 (Nice)

. -Kimura and Kimura (1998) Expression of somatostatin
l‘ receptor 2A in neuroendocrine tumors.International J
Molecular Medicine,2 ; 125
G.%RMRE
@ mEE. A% W, 2R, BEmE. F
FA 8 (BLREMUBRERETA»ALY
5 -)
O AT (RUEKREERRAEHE)



Y1 0K SHEFEHEE
HTRA o7 4 —REFIZETIHE

LEFRE ARMEE

B AR PR E SRR

BB &

BFEEE : Duchenne Bfffi X ku7 4— (DMD) D1 ,/3 Y2 ha7 4 VBEFOMINERAFEER L R>TWS,
DMDERIZBWVTRRRAEFDHNICE I REERIIER LEELRERLH O, MIERNRR L 2> DMDOE
ROGEHFLINCBEATI2HEIP R EFOBKHFELRMIL L TV, KFRTR VX bo 7 4 VBEFIREBIINEE S
WHDMD 7TERD 1 2ADKEIT OV T, genomic DNA % ESHEERFIRE LRREBK 21T, HBEDIL
TEROTATORBRRRBELRALER L EXORERS Y bo~T o THIREE LB TE L, FOMO
HJLBoLEMSADIL2ALARICREE LB CE e, AFRORBRLY ., MIERNRE L 2->/-DMD%E
RORAEZH ICIIEBEERIIREELVHFRARFROV LD LEX LT,

HERE

BHEDMD O 3 0 %DREA & Sh 3/ INERE HE
ICRZ ) == 7T W2V, BRENLOEER
BEEFETFELTRTIIIRLORE LISROEMC &
> TRASH S ATREAR . MEEE CICHEREL
T REAEROBREFREICEATEEZ L, ELN
ZEROBRBAEBEERIIREEICTARTHIZ LY
BE L, SEERMINRORBEBE T OVWTRN
T3,
W
AR IIE SRR HRIE ERBRICARPODMDRED 7
FRT, BHTA, k4L, B1AHTHD, ZThdbo
FROFBREIZA L CREERBIERERAEL TV,
B8 7 4% 3 413 definite carrier Tdho 7o, B OB
4 4&ITIXDMD OFREEIX 2 2o 7e, XRE O DNA XK
Bl Y R BRI U L7, genomic DNA O E##
BRSNS R LTS A v — 2R,
PCR E# 1%, Dye Primer & B®hS — 2 9 —
TRAVWTEHREEEFIRELIT> 7.
WEER

TEROBHRIILRREAETHIZ LIRBTER,
RIME O 4 2 IZOVTIX 2AMWMREE L Wl Shi,

AEOREELHIC LY TRTORBINREE L BHT
&z &»b, DMDOREBEORWAEROERER
RBWEEDOIR b7 4 VBEFIZE LD TIIRL,
BEH DVIEENLURIOBRED VA bu 7 4 VRBREFIC

AU LAYBALE,
=R ;

VAo 7 4 VREFOERBBHTX2WEED
RELZ VUL O~ — b — %> THSERITATbh
T3, LALEDERERLTLLEL R, £ZT
bhbhiEA 7 Y —= FTRECEENRE TE W
DMDERIZOWT, EHEERFIREEY AV TREA
ELW TV, DMD TEZR0O&it1 2HLRTER L
REDEERF| & HOo~T oK THINTE N LHE
LTREZELHEITO Z N TE e, HEEEERFIRE
YEIT & BIREE LI genomic DNA £ 30Kt E T 5 1 hF
B IR TR B S — 7 = Y — LIS B 85
RLELLRVWZ AL, BVWERGARTERTSHS &
Exf, '

P
ARDOHFRNLUERDAY ) ==/ TVR T4V
BEFIEREBRHTERVDMDEROREESEIC
TEREERFREEIC L VNER YR T A Z &M
ESATE D bEREOBVENRHETHILEXDL
nr-,

RXRR

VA7 4 REFICRNEREBOLT 2 ¥ X
YA a7 —DREEDE E®S52,;591 -
595, 1998




SRR HREE

“ROBERICE BREEICICE T S1RE
PNREABHRD 1 2@ LT

THEMRE TR H
M NE X

E /MR R IR ER R
E MR ER

EERE

BlEER LI,

KAGHBOWEE ST, HEREL 2 RBTT 5 & I3 - BERORERE
{bOFEZHSD ET, 7B AOHKBORELHL DT 5 L TERIKMIC
FARTHHILEHE L, 40, 7T BHOBERTERUEHLLZH I
72h5, 5 R 2 EEOHERIIT, METIIED TH L AT R L B
LB 1BeHRET S, COEFIIEAOE AGHREBREBEVFRELLI L
Mo, JREEMRNT % # 5 | T Research Resource Netwerk N R%E % RT 1|

A. BiIRB®

HAEH % (BM) X, —f&ICHEHL
BRICHREL ., BUHETEOEBLRL.
A704 FENZ X 2 EEPES 2 & B
ZNWHEDED OHRTH S, MR
TRWHLERTH) ., ZORBIIKRL
LTABRZ 5%, SEEA 1. &8
B BeRE LIS, HAKRBHEOR T
BUOHEAERELL 12 %5 B HE8
L. fhER%E 2 [T LTRH LKL
fEBl 2 @ L T. Research resource
Netwerk N & RMIZ DWW THRE L7z,

B. i

EFI] 125, BB, BEBIIEER - &
HMETEOREL L, FEREICHTLETA
EFEH%Z L,

B 7 I CRE ISR, 2 AMEI
EEEESHELZ), LBICWB, £
BRROEE - GRENICTHUR AR L
olie AR yvrus) sy KE
Bk, A7 04 Fig5icT, —BIdBR
Lo #0%b 7L F=V 1> 10 mg 2
515 mg DEKXES LMk L TV, §
TR TFIBE L7, 12/%F, Enkdh
h. MEFDCK 9653 [U/L. Aldolase
1208IU/L L EAMEDON, A704
FEMET A LERET, S0, $EH
ROBFEIIOVTHEE - IREMICTA
Brk 2o,

KB BE K E 32.1 Kgo & & 141.2 cme
SHIRERLF, AR RICRE S
Lo MBEFIMR | BERITEH, HHE
WL, MAERIEELL, EHRK



B omiLk - TR bk, EAERL,
Babinski K4t7% L. #&) . #2517 TH
HBHATIXTTRET, ESH T & IIARTHE,
BN SFEVNOHNET 238D 7,
BREREL L, RERR | CK. Aldolase
DEfH. PUEPUE - FUDNALUE - HlJo-
1 Puiid et MR nEEE ¥ 2 L,
fRHEM . rimmed vacuole O & 20,
EREICTHCARRZHOME L B A
WAEIDI,

ABHBOREG: Hr~=ra7) v 2 #%5
L7zASER) T, SR L Dk LT/ 7
VFYy= %3 mg/Keg/ HIZHEIZT,
% CK . Aldolase i34k 4 (ZEAEIC 7%
DeEmEmERLz, L2L, FEHH
TR MR LIZEMA L, BNEHR, ER
DHENTTELRLAED, LsOEEER
RO, FDOHT V= 20mg/HD
BH#HS F THE L., MiECK. Aldolase
DOHELWT L R L. BREFTL,
ARTOY NEY) ZEBEL, BE. KN
BRI EROWBPLETH LD,
FTUREE 20 BHETRERLTY
5

C. &%

1. FEMR % 2 BT L. SRMALRIE
Licthil. HABHROETHUHL L
BAEL7C12RBEBITH 5,

2. BREE AT KT, XEEE MY dmmed
vacuole DI RO . ERICTHCER
ZEROHR EBAF AR RO,

3. EERREVICIZRARIE AR & L 138 %
. 2584 FIZRIEEAD - 72,

D. %8

AFITIIATOA FIZRIGEERD D
rimmed vacwle b ARIE B2 -1
BERLLDT, RABEHAKBRLERZ
S T2 RIEWF 2 H AU REE AR I A,
FRELIE, ZREHROBETHL L
REL snz0b LN RWER, /HE
TIEHL2HEAEHETHY, RARLER
RARBERLALI LR, BEKHLH &
Thh, 5%, SHITKRFTL WV, BE
BOEI. BE. MELENALNELE
Bk, HEREBIRTAZLEIIEETH
5o 2EHOERTYO THEZHIT
EDGE. WEBEEFERLT2HECRE
PELT BBELRENALNT, BER
EETRITNEL O 2wdS, KO X
ILHFELEVIRVEADKZIIEBRT S
ZENHY 2 BORREE T LB T 5
ZEEh, REBHRERE~AOT 7O
—FIHERATHLZ LEHLDOT, B
DSy riE. 2y P T—2{LiERTH
b FREEMREA b, 2 BRE X 1T ) THEMED
HY, REON 7{LIZBERIHLH D
EEZHND,

E. &
FRASHREH Gk O O kT, Research
resource Netwerk I35 HTH 5,

F. BREX
(1) |
1. Miyauchi I: All-trans retinoic acid and
factors

growth and

hematopoietic growth
regulating the
differentiation of blast progenitors in

acute promyelocytic leukemia. Leuk.



Lymphoma 1999 (in press)

. Miyauchi J: Hematopoietic growth
factors and blast progenitors in acute

leukemia.
1998

VER B ATRA THL L7206
BTN E MBI O 82, Mk iE
581 36(3):250-257, 1998

HERER, CHREK D SRR
MNR DB EIES 1999 F

press)

(in

ARERARS, BER G C KBoig@
WKOEED 18, T EELEEL Y
¥ —[EEEE 27 1 246-247, 1998

JEIAL . ARREAERER.  EEMIE
MR RICEFEEEBATE
AL 1B ZEVEREC
¥ —REFiE 27 249-250, 1998

CHSFEREARER. EAE  FFRPIERE
BURG % o 7o 4 5 PINRFE T £E
H1f. ELIEERLrI-EHF
27 . 181-182, 1998

b
iy

CHSEMERER. B O AREMA/N
HUR DM BER OO 1698 12\ BASE M
LU Xk /B EILHIR (BOOP) & D
FimEr L2168, ZEBE
it v y—EHFIE 27 132-133,
1998

CEEgE. AR, RHENT A
BLER, BEER, 5ER_H, ©HE
RERER, HEAT | AT FHE & MR HF
fExaf L7z 1 BIEG. BANES

Hematology 2:435-458,

MFERE  34(5):921-925, 1998

10. WERAER. =R {8 P-ANCA

EARKE %0 15,
+ v ¥ — R

L EE
27 1 55-56, 1998

(2) FEEER

1.

Shen L, Miyauchi J, Matsuoka K,
Tsunematsu Y, Saeki M, Honna T,
Mizutani  S: Immunohistochemical
demonstration of the negative cell cycle
pl 6K p27 KIp|
retinoblastoma protein in pediatric
30th of the
International of Pediatric

4-8, 1998,

regulators and

cancers. meeting
Society
Oncology  (October

Yokohama)

. Matsuoka K, Miyauchi J, Tsuchida Y,

Honna T, Oka T, Bessho F, Hayashi Y,
Hirato J, lkeda H: Evaluation of
histopathological findings in
neuroblastoma after intensive induction
chemotherapy. 30th meeting of the
International of Pediatric

4-8, 1998,

Society
Oncology  (October

Yokohama)

Masaki

Tsunematsu

H, Saeki

Y, Miyauchi I
Intraoperative radition therapy (IORT)

M, Honna T,

for neuroblastoma. 30th meeting of the

International Society of Pediatric
Oncology  (October 4-8, 1998,
Y okohama)

L BN . WERRER | AR

WERFpl6. p27 BL U PRBO/NE
B A BT D BEORBRMEGL



SRR, %87 M B AREFERE
(19984 4 A 14-16 H. ILB)

. HEEH, HAET. BRERKT. A
BEET. MK, PR IR

BRI EMEH A o7 12— 1 f,

B/ NEMRFE AR &

6. RAFMEAR. EA . EAR—

B Eh & R AR b L7 PIBR AR D —
SRRB). %5 18 | BA/NBREMZES
(199848 A 1 H., &)

. KEFA. BEEH. EEINER.
ViR, WMFEEAER, BER E.
FHHIEHE., ERHGT . Wiskott-

AldrichEEBEDORZ B IZ 15 F T
RIOxX ) NEEHELLAL
% 40 0] H AN B R FE S48 2 (1998
£9 A18-19 H. L8)

. BAEH, Bk, EHEBTF, RE

BH. ME/EAE., 2R H. BEnl
X2 ¥ : CPM+THP-ADR+VCR,
[FO+VP-16 2 & 2% # ik &
ButL-PAM 2 GiLE & L -HRF
FaHEAT I L 7o vh BB R % Ewing
WIELRBERE. 5 14 HHA/NE
HAFEHESE (19984 10 A 19-20
H. #LIR)



BAMNFMREMBIE (MREFRER)
SEREREE

CROW-FUKASE

fiE {B ¥ D Brain Bank 12 L &ML - RE - BEFHPE

SRR E FH Z2Z EIRENFLHREE

MREE

RIGH DY) O CROW-FUKASESEMERE 5 il D ERMFEDOHRR T, MENEMIAD
BHIOE & M/MROMNERE, FI12/NMILE ~ Dthrombin-anti-thrombin complex(TAT)
DB ENBD SNz, MIEVEGFORELFEERFORE RO SN, ThoHH
EETOMERENEFOVNMADOE L L TEETHS I EERA L.

ES BT SRR FHEZ JILEFE
ENEF

B REFRFARRARE FHIET

A B ER

Multiple Myoloma, Plasmacytoma, Benign

Monoclonal Gammopathy IZ polyneuropathy A3 & f# 9
HrEiEhETichitchTER. 19684
HE# . 784 51T X D subacute sensori-motor
polyneuropathy 1Z IgG lambda %! monoclonal
gammopathy . [ & 8 & L & (acanthocytosis
nigricance). ZME. FFIEME. FER. amenorrhea 73 &
0. solitary plasmacytoma #3525 &I LD K
R EE SN IME R E UEFINHRE &
Nk, ISREATIEIEEEHRIETHAESITEK
D10 2HMEED SNTCrow-FukasefEMERE & L
THEIN TV S, LORERK, HE. @k, 1>~
RATOHENHDH. EFABIIERICEIZIZN
R THD, WERRFOARE. BIEEBEEDHE
MRE=N5D, KRR TIIBM S BREE, THE
BB O, MiE TIXIL-6, TNF-alphaDE 8, %EE
RTRENHE SNT NS, EFEOEBBIEE
Kl T 3 % vascular endothelial growth factor(VEGF) @
MERTOELRERANREEEI N, BEOA TR
SKRMHREERRMETHS IRt EREI N
HEHIhTW3,

BL 3T/, BEROREIIDERRL.

B. BHZE 5%

(1) BFIL1 98 b FELREEENFLE
Y7iB% TBrain BankZFI L . RIE 3 » AR R ]
IR AR ZIT > RIBE D 5 EF, HEM - 8
ERRREET-o =, (2) BRBLIUKE O
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DACO & DAL, (3) BHOIMIE TIXELISA
12 TIL-1,IL-2,IL-6, TNF-alpha 3 & TXGM1, GM2,
GD1a, GD1b, sulfatide, Gal-Cer, MAG HlE 2 8IFE L
Tz. BEEREF & RIVE B EIESRL co. Tfro 72,
IfiL % % T MDvascular endothelial growth factor(VEGF) H
EVLELISAIEF v FEAWTHITLZ. (4) B#E
{3 %E B 1T & U predonine, melphalan, irmadiation,
INF-alpha 3 %\ Fithrombin B THEL /-,
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t. BRENKBL TR Nz, EHOERDE
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thrombin-anti-thrombin complex(TAT)® h O E > D
FENBDH SNz,

&~ O/ KR 85 /N i FEBE O #ifg 2 2
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(2) FBEHRMLE  TATIZ—H O, BAH
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a2 b oa—) )V T hilambd FiF ZER S &
Z LBERH & Y E D blood-brain barrier DREKE D
FIENER S NI,

(3) BEKF : 5HELTTVEGFO ERZRD



7z o thrombin-anti-thrombin complex(TAT) .
fibrinogen, fibrinopeptide A |72 IED H % BE T
mlTniz,
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pigmentation 5/5, hepato-with or without splenomegaly

hemangioma like skin lesions
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2/5, #& EE O hypothyroidism 2/5 T & % . IgGk
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F. 53
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®2. ER4ERBE

199851282508k
2hi4 2Rl AR
1. Muscular Dystroply 165
Duchenne 37
LG 36
Becker 30
Myotonic 24
FSH 12
Fukuyama 11
non-Fukuyama 10
Distal 1
Miyoshi 1
Other 3
2. Inflammatory myopathy 67
PM 49
DM 9
IBM 9
3. Milochoadrial Encepbalomyopathiss 61
MELAS 7
CPEO 11
Leigh 8
MERRF 2
Others 23
4. Congental Myopathy 58
Nemaline 3
CFTD 10
Myotubular 8
Central core 7
Other 9
5. Malignant hyperthermia 19
6. High CK 17
7. SPA 13
type II 9
type 1II 4
8. ALS 8
9. X-linked bulbospinal acuropathy 7
10. Arthrogryposis muliplex congenita 6
11. £DMl 49KE 76
o at 497

®3. ERERT—%

19985120250 8%
ZH4 il 4
Mesial temporal sclerosis 34
Amyotrophic lateral sclerosis 22
Schizophrenia 14
Alzheimer's disease 10
Progressive supranuclear palsy 10
DRPLA 9
Cortical dysplasia 8
Duchenne muscular dystrophy 8
Intracerebral hemorrhage 8
Parkinson disease 6
Fukuyama type congenitl muscular dyshopby 5
Holoprosencephaly 5
Hyposic-ischemic sncephalopahy 5
Myotonic dystrophy 5
Spinocerebellar degeneration 5
Trisomy 18 5
Diffuse Lewy body disease 4
Multiple system atrophy 4
TOf 6 4KE 150
® & 313




AIRBIZEF 2 DNA BEORES L URE~NDEES(C DN T

FBRRE EEIE=

HREE

BEREBLUERSH 14 FIOREHIEBEERL.

EISREMEHBERE

in situ Nick Translation j%[Z & ¥ Single-Strand

Breaks (SSB) MY % it . DNA (EEDFE~ADRISIZ DL TRIT LA, SSB (F2ERKF&
LTEH SN, REMESETHS PMIBMOAHA ST OPMD (ZH 0 THERLIEMNEDD

ans

Shlzo &7z OPDM [ZHEWVWTHBEIEMNMRO oNH HEREEBTHS ALS PERE
BTk SSB 1EMIIRH O Mo, SSB IEMIZ. DNA BES LU DNA EEEELR L
THEN. ThohFEIZEAEL TL 2RI TE I N,

RETE. BEH=
E ISR R R RN

A, SFROEBMRUESR

EE, REMKREBICBT 34 - fHEIED
ZTHHFEIZ DNA (ZRIBEENBES LTV T
B AUEM A NB LS Thof, B4 ZBRIZ.
HTLV-1 associated myelopathy (HAM) B88(Z &
WTEBEREMAS L UNE B, REEE E
D—ET SSBIEMNERTH D AEMHR
BE T SSB I & FHREERF & DRIHEMEIZD
LWTHi%E L7z (Tobitaet al ,1999) o SEIE.
FEEEIZH LT DNA (BEDR T %t RAE
ADOMEIZDONWTIRE L=,

B. FRAE

ERHS L UBEFMICES ESMEN
14 PIORBEERGEMERA VL, ARK
polymyositis (PM) 3 {5 inclusion body myositis
(IBM) 1|, oculopharyngeal muscular dystrophy
(OPMD) 2 . oculopharyngodistal myopathy
(OPDM) 1 {5} MELAS 1 5  limb girde

muscular dystrophy (LGMD) 2 5 ALS 25|, IE
BH2HITH %, REMREME 10uITTFYIL
BIsHEL L
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