200400168

5 35 SR IR B i e 8 2 2
C RRMOKIEEICE T 2 REMRE
FTFRETFET 70— FI2 L B BB -
BRSSO MR L P - BREORR

TR14~ 16 EERAMRBEE

ﬂi)ﬂ‘znﬁ_wﬁ

s I W OB 3E



FRYP RN ZEPE W R A

X 5 I % T T 4 B A

F MR O O OF IO R FE| DUmHEA EUAREE ARy - ERESS - BRgss | 36 &

4 8 B £ FH| WM OT N 2 REESERCRR A 5 %

Wl A& M Z| KRG CEFREROTENEL > ¥y — RIERS 2 i

& AP b 1| BIFEEARRIERARAR LI USTILUWRIN E8-mTEEn-7 | BF 32 0

E O # 2| BUERET RHEESEELY - REREBEREF-L | F-A)-¥-

WA BB REWEAATEEE 5 — AR i &

flo BE O  FE | MERTIEOHEE RS B 52

ORL 3| BRI L B il e

woR | BB R MR IR A - BRI | K 1%

g 3% (2| MTATEEEA EbEE IR Ry | R K

oA HE | B THRIEE WELDS il £

7 Fl 2 | FUKRFEED B e R AR # %

R oK 12 R | TERZERAEREREATR SRR | ) P4

ARl E EHERY > ¥ —FFERT  ZEWITEL £t S

P Ar W = | BRI DRI E5 %

ti 1 R A | EEZRTENE S - B = &

FOIE B OB | ARAZERFIEEATIAR  ARSRnmnsse | 5K %

WFo%e W A F RO B A | HMEERKE ISR il Al

FIRE W M | EREAEEEN RS By #% #

e BE F W | TesemERKEIEAE AR - R Y 5 — w £

ELOAG 3 B | AuEIUNOR SR Y £ — RS R (3 e

TPLAE S A I 0 S £ ol o ] A R fi E®

WO W OBE | ARESLEALE Y £ —  ANEERE i 53

£ O B B SARLARETIOS—homlE BRI BRI AR

R Be | m~uTHEbk Wi E ) I =2

Iz o5 A3 | PRSP 3 BT

x e F | pufEbA BIRRRE SIMREN SAHEERTREEYY - EGAR | [ e

BT 3| KIRAFRFRILERER ATES (AREEY) | B B i

AR S W BENRT Y SEREY s — PENERSHEERRIN | B P23

T 15 Bl W& = | srfeesA FUOmRER AREGr- BdEsia 3 i
FEMEEHEOLSTHES (B 1 AES ERPEEF 7R

T540-0006 KRLilih K IEM¥2-1-14
TEL{06)6942-1331(3321) FAX(06)6943-3437




=| R

I. MBIEHRES

SR 14 ~ 16 FF AR IR eererinenteeirnioneesnaesserseatestesae et srs et eus et st st e st
I ATEGEAN I EEeey ARE e ¥ — Rl

EAEAFZEST  WLWE R

I. HMEMRHS

ESERARFY !

1. Dandy-WalkerfEfERY ; B JBHNZ BT BEBWE, WGHETTEN. T crreveereremsmnimnnnn
WML = & bR TERERAL B
fiepE  fEsC. fENE fRF

2. HRFEVEAKTIE L AR | RO FSEIT OV T DML --reeereeseremreeir e

KRR ERIITOR: AR B2
AR OE, AN NS, e B

3. H.Jl ﬂ:ﬁﬁ%&i&ﬁ- = L7 iﬁiﬁﬁg‘lﬁﬁﬁﬁ'ﬂ‘ !,:f[_‘_r; «‘) 7](5&1;’&0)(3#}?3}5%1» ...................................

KIS Ol > ¥ — N
A fE, AeBR OB

4, SI}EE_EHHE}} ,!‘;gg!’:; Z)Zkﬁﬁ .......................................................................

=g 1 N Rl A R e Y
FR Lt

5. HAETDME S b IETERIOEIIRT ooovvererererroreessnrens

FRILZ &b i
fitig  Fibe

6. STIBIIEIZ & D 72 JKIIEE coovreeseersersrersirornrirensinesssasraessessnenssesossrsensnessses

MSTATEGEA [MILAkEHHE T NLNERTE
£ WG, PR R

7 BRI EHIRTAIE (TP D FKTIUE +roeerereerereressensserensartsserinenisseneressanesnnnsnanees

FAULL TR DO ke BRI
EH B8

ooooooooooooooooooo

...................

ooooooooooooooooooo

7

9

------------------- 17



8. NEWETEIE P UL B ACTIAE ) ZBHT & JE TG verrerenrnmmnr 24
WD v 9 —  fRdEsie
Wi A

9, AR AEIEIMRET IIRIZED CEBEIBHER O D ORI FT e 26
mz ) 7RIS vy —  BAESR
e et TIF MF

10. AdelisE (Hydranencephaly) OEHETAEA 6 crvrvseermmrmne s 28
— WG OIRRITIAT T
TS oy R T LV R e
AL PRav. L ReME, TR ER

1. # VoAU & O R M R EIRED B A B W 5 B BIGE +ooreveesessssssssesessseen 30
KB EROER Y ¥ —  AREERSR BeEEsLRL
KT OOTL WA WE. AN ME HEOEED . NS

12. Bl”l!’ﬁ?ﬁgﬁ ﬁ‘,‘t %ﬁ@&iﬁﬁ%@ﬁﬁkﬂﬁﬁl@]?’fﬂ .................................................................. 32
T T ey N o P T et S St i et A U
FE/ IS R U 5 I W L

13. BEI00 R A DI IR & B FEIZ DUA T rrrerererereer sttt e 34
TENRAHEE R RS s ] R B g A
## M

14. ¥ VMR tractographyl= & % I T D BB R A v v e rrerme et 37
[P iy I L F 4
TR 20

15. SERMATUEN A T A PARBIC I T O S ER M AR RA v 39
ESORSEDREEES - IEAVRVEL Y BT RAHEATT I PR R T RS  BREEHERE - FIF2E2
FIKHPEP EF AR AR
ST B RBRAI R e > % —  BUARBILIRY - DTSR
E I VRN | LN & 7 - NI 23 L B (U SR S i
L RS

16, FAVLARHIER T 7 — O FARM IR DU LI B F BT vverssssvsssesssssssssnnsseson 41
MBENNEZZ &St > ¥ —  EEEES R A A R
AT

i R < RAE TR

1. WISUATRNAS: & %5 fMusashils & 5 LR MAKTUERIED S T-HMAEN % A H = X LOFH -~ 47
A N Sy A LR L 7 38
EmOFA. AN N



2. AEMEATLLE T ¥ %) 212 X BHHRGSRI « AVEHETFEER+rorvrevesemssssssssssnsssssnsnns 50
LR FERT R AR AN TE L v 7 —  HEREC LR INEFTE S — &

£l #Hz
3. NMHCBI #3¥ v R RO KIS IE RS IR F BRI e vrreerneeesrrersanerensnsassncennnnes 52

TEREIRAME TR | TR ER TN 2
I WAL R T

4, B FRIFIRICBIT AT LA — I — 2 BRI e 54
W) THEEEREE Y, ABARRZEEFZIMUF?, M aITER L > & - TRERT AR
TRFEAB/ERAR R RERF 7822 3, BEBRATRL ORI x> P70 L YRR,
WEACN PG TRURARAE - SR v & — BB TURI SR ER SR AR P B S 0
WAt N KRR KREfe v 5 —  BEbESR S,

BEME A ADRrel EET
ROMEE AR B ER ORI, BEROERT, an A
AMZ Y F2, & SN 1] 52 I SN U115 Al L i el

5. LICAMHETF AT AV 54 B HAMERISE RR L BIT BHIGE - resssssresssrrsmmseninennnsins 56
PR A L VN N e 2 0 A B el
de AT K fRK

6. XiltFitEAHAMEKFIE LA 12 B 5 LICAMBIEZ T L LICAMBIEFREZH T2
b b AR R BT ER AN R O e S B R PR AR oo ee e mmr e, 60
FEAEHRORERTT LTy P27 0 v FEFRTM
&A Kk

7. MR FEEEIZB T TR EF OMES L UXESIEATE &
VIV o AT Y IR B O T TR covrvrrereerrenmiii s 62
KEHF LIRS ER L ¥ — PN
A iz



I. #HEF7EHns



RLA SR AR Ze Bl B [ RPERIUE | AR

Fo RV (2 B9 % AR AEF2E

D EEFFERNT T a—F

(2 & B aWrdkdE - RSN DR E E TR - BREOR3E
GREFS - Hl4-%iE-17)

EALARFERH | MV ATBIE AL KREER Y & —

Wl R 2
AR RE

LIS NG b Se ol b o #

M %2
KB SLEE ORI A > & — WA

fA iz
BVATEREAR WA SRR vz v=T7y 2y
PRIESRI ARE - PR T EmiE v — 7 oS I N L
PUESAFENT ARk AR R > & —

FIFE R AR IR — 4 0O #Hz

AW TREERL 7 — DRI

BA
Nt SRt A i R AN S

RE e
TORMLL S EhaRRE AR R

AR fLil
E U B NG Pt s VRO e

AL ITEGE ABEARECHE  F NN
Tt b F S HEE

) THBE  SREED

R HETE
FINKFEEE AT RN 48 AFHF

& Mz
TARF R F KGR F IR e AT iR

TR ik
ESRASAIREATT BphaR bRl

i =
ELLETIEREE v & —  TRassylfl

R f3A
REREREGEEERG AR Mt maLEa

TlE A

BT - R BT nH M
20 PR NBRDESAELEE - SRR - R
—— ) PR L NBEALEIEE - SRR -

HRPEKFUEL, e OLINIZ & SHEREEE W 12
BL L A 2 MBI X DIREHIREA TH B, T 1
EHED S DARTHERIEILI BV T, 4 TRETFNT 7
O—F %50 ANDE Z &L » TREUERIZIT /2 2
bbbl TE, ThESHIERLTERNEED
PER & MBS O HEE & KYITE DI A 4 G RHE O i 58
TH5IEHNONTHS,

B. fIFH*%

(1) DGIRWIKTUED BRI & iR O 1 K7 4

[ - BRIRHES: - ANBRRREFIR - EEOEPMK T O
Vo ¥ b F-LEERT S FFEREOEFIZNT
AUFFEHE & 2B THE L A G KK EES 3 e
RO SIT, ThETOLMEERTIETERE
L7eEiR 77— # — (HigiYE/KEHE, Dandy-Walkersi:
fedt, SnifEitafE, YRUMANETCAR, WEAE - RS MARER
#ey MRWETMATRES - ARINE, IESRE MRS
fE. BIREEAMM) . HLH2 vk h T CoIAg
DL Fa—-%T,

(2) HRUEARFTHEDBHBITIZN LT ORI %
T



(3) BTNy 2128V 5MR TR ) AETEL N 8T
BT MFELB IR0 o LICAMBHETIFT I, MkEsy
Hoor & BIEEDIER, BiROh ToO/ANEZE O
TR OWTRB LT, FREBINAE (MTHFR,
ZiC2, PLLI) «gifilesE (ZIC2SHH) ¥ 747
= A —EERBLUNRERAEEE) LD
(ZIC1,Engrailed2,WNTI) U351 R4 64 (FGFR)
LEIZDWTHHMD TV,

(4} AUE QWG B & iRk oM R I 22 3L HEF
2 XEpHnEAKIECRERs T EREShT
VB R N FLICAMR SR F Rt~ 7 249K
Fl4E % 548 ¢ A msil. Nenmuscle myosin heavy
chain-B (NMHC-B) . DNA polymerase (22) Oz
TR~ 7 AOHT L. AT My o ikat
KEYEDBETHMANO S EERT 5, BRK
WHRED FRAROMEL ; BT METSIEIT BT B
EED PR ROMIE, SMMEIREICBIFHIET LR
F O — VIMIE % & DB Tz THRIEE LATR &
THHEEETOLDOBHEIT ).

R~ OB

ZORFEITIE, SRS 5 DBEDNAT L E LA

AR 2 SRR T 28 2 R TERT B 2 b - AT IRT

T L LWL O DMIMELE 2 BT i e g

T b, WEIDOMAEL I SRR, TH134:3 1129

HOSEHSE - FLASGW - SRS L D iEirah

fz (e b4 b - RURTFIAHITRICE T 2 GTHE] ©

PaspF L. THO4E 4 1 6 HEN KR ARE AT ZEL &

(2 [SERMAKEEE DO F AR A A = X LI & G

EHR] WrRicBy aAmALfaEL. Kidhi,

C. WMRAKBRRUER

D HESHIAEEOF A F5 A4 yHE; IENTRE 2
B JAHAKEEAE I 10000 R H D 7.7 LTA
BVWRET, 2oiEEmamics s, 240
FRIIEERENGHETI THATHD, Thi
DIFHEHME A4 b, —RCHEIENKIE % 2
TAHEREIZE > Tk, NIRRT, IELLRE
Brl, 0 XWEHFIHo Tl 2 LidFROHE
THoL—K. BHERTELREOBERERIETET
REAL Y RIS APEDLL L)k
Twd, AP TERNEITEERRE PGILE
Ff - $TAERH - BHRE - FRREHE - AR FES

B - o MRT/ oy oy P {ENIE, bAE
T THICHABHE DS & BT A N4 >
S ST,

AFHEDEBENTITEIZ BV T L B LViliRdt il b
NTwb, B2 IEAFEES 7 FLICAMOD1181
HHoOV) yBENDES yFF—EI2E 2 >
ALt ENI D W TR L7z, ZMEFNZS
X RNAS 452 B 7T Musashi o 7k BEAE 5 i 48 P o it
Tirv, msi2BHEF XAy A, BT THE
T A, REIEINAA LR REE R, TP
MR, TPIRRNOREREOOIZTfE
OMHGEHAET LTV A I AN Al L,
Msi2ORERERF ORI T2 2A2 774 4
} o ¥ (Pleiotrophin; Ptn) 25EE 2 1, ptn®
mRNA® 3 'FEEARMURIIE R ES L., FOR
BAEBEERANLTWAILEHLPIZ Lz, KE
{3 & 1. Nonmuscle myosin heavy chain II-B
(NMHC-B) @ 7K IIE S AEFEFE & 70T 5 5 HA9 T,
NMHC-BOE— ¥ —iitke TiFa iz, 34 ¥
Y HIERDATPaseif tE S L TR702CH T 3 /LR
BMALZT Y RAEMNE LA, 2O<r ALK
7 A & RS 3 BHEE & A IRAGE O BRI O I 5
12 & HEEMWOKIUE % JEAE S 5%, R~ A Ll
BRLTEVEREORRERGELELAKZISOE
THEFET D, FANMHC-BOFEHFRT TS &,
HUIT MRS . 404, DO TEEAEFED S,
L RTIRHIR AT 2R o, TSR, IHAg
LR ORETY % KOV R TE R RY,
IR OOHRFIBALE TIEEICBHTETIL, BE
AL R O L TR LA b @
EftEa s, PrERIEF - RARER G, L1D 6
FODIgF ALy I KN tgE~ 7 A% {EE
LAY AR 0 353 TN s DV THEHT L 72, C57BL/6
FEEEE L-L1I6D < 7 R (B6-L1-6D) Tid, &
BE (>40%) \KUE, RETHRIIOMA,. BH]
THEEE DT, BURIER DS B f % X 72
FTIEHFRM LA, dHRTES X, REEREMEE L 72
MR TNy ZHRDFRF < —H— L LTHIT
& HHFB16HT A A KIAAQ864protein® FBE L T B
insfgh DB, HERTOLDIIZO T VAT
Ty I ARERLTWS,

AR/ 2 oifrIkin 2 F CIC&EH405



D450 R R L T B, MEFET T
O, FHOLLLETFREE30RF[UETHWZEL,
DAETOLIMATRE O, dnil & KB
OHMBEAFR. BRI > THF LA, B
AL HIGEHIPERENKEEE bV 2 AT
TR ESILA3ER (ARI AN A FY
AN-HEN) 4 LEFREsME L, 2
FNL0RF oI R AL BV TFGFRIIHE
T-H & h5E L7z

@  KHUE QW0 2 iBHEE O B T T 7o ELEEF 58
ZAE A S R Bt R K B O AR SR O 15
A OB o0 s LT, LICAM
ETIN 247 T D EP MM A L W s
iz MR AR R T FOSTFAE
PRoF AR AT L, JERTHED SV & BN L/, BX
AT TP 2 AR RO T SE O R,
FFHA DTG O TG IC L 2 TH0%MAT5 2
& IR FE T S methylene tetrahydrofolate
reductase (MTHFR) 35§ O — LA, iz
BERATE 3R Twd, KETHLTIALD
SNPIZDWTHRET L. FH124E 11 TERo 9
M E ST 5000 X - TV IR B O TR IE
YRS AHLET A Z E] oW THAERKETER
AFHERR L T R R AT P TT S L L R fE R
MRt & o7

D. £Rd

(1) R0 TO [BIEKEE DRI IEHE L35
FHREEOF A F 7 4 2 BRIV TE, 100%@K
THE D MBI 721880% , ORE 73> 21370%
@KL O WY 2 WG HAE O D3 I T /- I58ERT 58
340% DERIETH 72,

(2) BREERCE O ZER8 - BRI - MRz ow
T3 73 AR FY AT, BRATELRED
Wty RO WAL BRI 33T 6 BRI E RS
MATFERTWD, LALads, BIBHATED
61% AN IR P &8 Rz 2 ) - X2 BV T,
HE L 72 e R MR TE O T A%, DA EOEENL
DEFE D BEE VI ERRRIIZ 2TV 5,
DL RRED S, HIETRRANBEZIILS
BEILHAETA %L, ELOTHRIFEZ
(T —R—ATLUEELEZVEVWIRLTS

D, FkeDHALFITA4 203, ERHZLFTEL DO
EWVR B, Fz, XIESIMER R KIHE QORIE T iF
Brdsist e s TB ), #0BKNTER
I35,
(3) SHOREIIONWT
GINUKERE I BV TH oML, fy b7 —7
AT L 7206 IR EHE O WLz & A 7 A DR 5
THY, BRPKEEOHVAH D & BT S T
Hht xR DLBD VAT LOMETHL, Tk
HE DSEE D BRI LW Sl e o TE /2D
L, RMAKEUED TR - ik oR~ i
B HMERL LT 28 ol TES,
(4) MIENBEODEMIZ2WT
KEENFFEIZBRAR - 358 - RO WFIRF S —2ILS
LT, ZLOBMHERMEEZHE LT, Emicgnt
EiFBa e TE,

E. #&&

HRERFFE 12 B4V B2 A FHREFFM 7 Fo—Fik, &
HUENFFEI R - 2 RRAICUAITH N, REHEOSEERRE
O] - HEICE - BERE~OTUR - BAEV A 2 E
Bl T L HE T4 OB 2T T & 72, 2610
AR IUE O W 2L & IR HHREI O A A K9 4 VIEED
BRI R EV E DI IOTEF R EED TR,
WD % 359 T b FROM BT &Sz A BE G AT
FEIZoWTIE, BEA Y ) E g ml e il
AT R A L, WRMITET-20T - BHEE D
THEILT 2D DEEZLBNL, ZOX S LIFRINEET
LI E I EEKTIEROREE - INF - iR REL R
MEisd,

F. BIREXR

(1) EAN

F0S3bFERLO

1. WJat#

1) (mmess BREAFHEDSNF—RFHEOMES  Rish
FHFY v —F b 13: 473481, 2004

2) WpRESE  AMEMEESMHR I OIEEE N R ARSI
BERETHRYSE CLINICAL NEUROSCIENCE 20:
No03:263-266,2002

3) LLRFRRZE, EHAME, WIFRME  SLFREKIEEOSMHRTF
Sl ERAFOZEMESL ) 365-372,2002



2, BORER

1) s, S8, FAmE, ddEhy, L0FEF,
WA | LICAMU{E TR ERIEREREA L LT
DT HLICAMMET- N E2URFOHE., H48MA
RAEMEE S, a0, 2003410H

2) WSERSE | AKEFE D A Flupdate, £56200 H 4Bk #h 254
PN, s, 20034101

(2) i\

FOALELZLOD

1. WXRE

1) Okamoto,N, Rolando Del Maestro,Rebeca Valero,Eugenia
Monros,Pilar Poo,Kanemura,Y, Yamasaki,M, Hydro-
cephalus and Hirschsprung's disease with a mutation of
L1CAM. J Hum Genet. 49:334-337,2004,

2. BEaER

1) Yamasaki M,Kanemura Y,Okamoto H,Samamoto
H,Kamiguchi H Neurological criteria of human LICAM
syndrome,-Report of 24 human L1CAM mutations
(including 17 moble mutations) and clinical evaluation
48th ANNUAIL MEETING of SOCIETY FOR RESEARCH
INTO HYDROCEPHALUS AND SPINA BIFIDA, JUNE
2004,IRELAND.

2) Mami Yamasaki, Y.Kanemura, N.Okamoto, H.Sakamoto,
H.Kamiguchi Molecular Basis Of Congenital
Hydrocephalus-Analysis Of Human L1CAM Syndrome
International Symposium on Congenital Malformations
2004, September. 2004, KYOTO.

G. HMREHEOHE - KR
BRI L



(BRIRRIM)



FLEGH D FET A & [ R AR FARF7EHE
TRC4GREE ~ 16 BRI 7S Ly

Dandy-Walkerfe &R 5 BBIBHAIZ BT % 220,
. T

AN 2 &b ke JARMESL R

TS

A

\2 & % eEEERAT

NI BFBDFER PR DAL HF,

HRER
Dandy-WalkerfEMETED R & HMO T A ¥ 7 A4 AERIZINTT,
E& D S0BIDEF6THI R AT Lz, FRIZHRICHI OB R CIIBITIHE, 2o, BRIBMIC
B LRI RORNE & T DT, FPREDHEIZESEBWTHE L,
OO EHFINEFIRRT AL ENSH B, RIBHNCENTE
NBITHERETEONER2ETOFNEEL LT, PLRHEREDENRL WHIITIZH - 72,

BLEABRPILTI, BLUT Yo — b

Trikser & L HICMRI L

A, IFRBRY

Dandy-WalkerfE (R EF DB LGS A M7 4 » 24k
WY 5,

B. HWiRFk

WXL OVERNEEILELT A) AT,
HTIS0PI & ESRBI1TH & SHHHRET B

Ar[EI R

C. RER

NGV D EEWT I 17 SIB LARRICTESE IS 4 B A%, BRI K
OHAT, PR, OO EHNEERSET L0
BVPUETE, MRITAEM A0 ) BENH L, THRIZIEE
IR TET B,

D. Z&

BT - L O BB SN Tw v oH
Dandy-WalkerfEfEEF & STH Y, L D IEMER BRSO H
MEUDHIFLRETH D,

*I:I cfl

Dandy-WalkerfE Rt DR L ML L O 0K
A FI4 ZI3FFERDRS,

F. fIRHEx

1. mXRE
1) Dandy-WalkerfiE fIF O EGER FE B3 A58, FRL134E
FERREE - HHENNTY ppl5-19,2002

2) REMAKEEDHHIFNIIMT 25T, FRIAFER
i - SrEWE Y pp21-24,2003.

3) Dandy-WalkerdE {ZFE DR & té‘ﬂ?ﬁ A4 FZ A4 R
VT, PREISEMRHLE - BT pp61-69,2004.

2. FREE
1) Dandy-WalkeriE i RE DB IT & B M. HT30MH A
A ERES RS S, 2002,6.6

2) FGNEKTEAE ORI A MG, Y
Wit Y7 L, 2003,4.18

7 H AKEEEE



3) Dandy-WalkersE ficBE OB BT & iGHHREHMER IZ T T I
6200 H A PR Fl 2 3 fy, 2003,10.1

4) HIREIZN S N/ Dandy-WalkerdE it The #3201 H A/
BEENFHE S 2004,5.27.

G. MBFHEEORERR

L



L BRERR R B &[5 RMKIE | WA AEHE
T~ 16 A DI L

FeRMEAKIE & G PRRE | B OFEEIZ DWW T DORE

PN R St P R D S e

A% mTE FI ome HE B
MREE

FEFRVERTHEDH A S L (MBI TR, fefa iyl REBELOFREINEL Th A6
Hh, ZOIEHFBEOGE - FHEFEED-TVDE I EHE WV, HEDHE T200040 520044 % T
WAESR L7 RS (IR MEARETE) 20002 oW THET 2 A 72o TRBURMEDURE 18R 5 AKBTE . KBUE
RIS WITHOFEEIITE R e RIFY S L RE L A LD dh o7, 0 L TKEEM O R s
FIE RN 2 AT LTI, REHEGH RO HORESARL S, Tor0iEEEs 2L T
Wiz BYEREE E SR AR TRAM TRVBOTARTH 72, TOZE L), BEOREIIFIFT S
BEFERCEMFET 20, T 2REBONELZBYILZONMELRLIEPARTH L EHEZ LN,

A. TIREDN

FRVEATHE (BBIRMEATE) ORE & LTidtke 2
WENHEN TV L, REDORER TR, RIS
AT INBASINENNIILAY O S
O T o OPHRMERGIHET E> TV RISV,
F T, KEUED S & KFUEBRBRROMORE L
O R K L 72,

B. HIRAE

KB R R R I B A R A FHZ 239 T20004E 2
520044 F TITFEER L 22 AR PEARSEE (B ek AHiE)
F2001THDH, ZOPIZIE, FEADHEFFTIRTVDS
A, N, HRYEAEAE R T O e K MoK TERS I 25
B BT OWREIIMT 527 ¥ 7 — FOSHIIIETS W
THFLIDN (K1) Thi, ZhoHDFIOKIFER
FEHOFTM, FFICEOEEII > THI 2R 72,

C. BHREER

PR AKEEE 200 OWERIE, HLAPEREE OGHTME
2PIEGE) SO TrRARERGE (TREEHEED) (ofk S AKim
$iE 8 B, BEAFFZ VIl - 72 KEUE 2 §. Dandy-WalkerfiE
RIS PR D KEHE 1 B0, < O BEN {9 AKEE 1 17,
GYATERARE L 120 S KERAE 2 8, 2 ofh (BN - TR
Mg 1HTd -7,

HLAETEAKERE COUIME 280 % &) % 3k/z L 7oKk
SESTION S By 1 BNLEHE TR I CXOE S KT &
Aol U BRI PR SR IR R & BT, KT IR =
PhO—NERTWLED, 32y FOBRRT. A,
T AARRELDS L THEMSEORIETH 3580
MERDTVS, o 11, RUEFFHRITRIT- T
VWA, IHHEOMNIEE & &, MRUE TLERifiko
Wb bfolding & ik %o HUE, 4847 7 B A2hNRAH
WEDRD L, 1 PNMCHMEREEAHE (0¥ RN
KEREFRH O AUE % JEWUETFRTD) 2R LT



10

F1 HXMKERAE (2000-2004:F)

AEIRE DIEHT fEFIEL HEEILE T
HHHE (X-linked 5T 5 3 1
MMCIZfES 8 0 0
A ) 2 2 ]
DWSIZPES ! 1 0
CHBD IRtk 1 0 0
N5 BRI bk S 2 1 1
Fof (BiR. HRT ) 1 0 0
it 20 7 2

BYFMET S =P AP LERTHETRECL,
b9 I PiE, NoonandERIEIZ&0F LAKIEETSH D,
BEIN VTR I BRAT 12 Teystic hygroma, hydrops# 325, 3
185 ATHA%, B, 8L, LEF
(DORV, HOCM. PS). LM & Bbild,
Noonanfg fEH & a5WF L 7zo AT ISR A ®
RO A, BEEOTHEIEIR e < BN D HEFTH RO L
WM L, %3y HHEICOM 2 TMILAL
FRSIRE R R 7z Lo, BASE BIRE FLAR A0 64T L AR ST 4L
it L7z, BUHEMRIS TR R R 72, 1275,
AR ICTEfE 3 B3 PTPNIRET-Mexon3 iz 7 3 /B
it (GAT—AAT) HEHTWwD, KUYED 2> F 11—
MIRAFTH B, AT 20N L D BAED AR
VELIRETH D, kB0 1 I3EREEIA o7 4
— 1285 KEAE (Walker-Werburg syndrome) T, 1%
2y NEFIERW R T o7, %S ¥ kX o, AT
WrBIe-TEY, BIE. EETHNTH L,
FRASIIE (PRI (21 ) RTUESFD 5 H., 74
R IR B S R MR AR A % AT L Ao AKBUEIGHER:
WAl LB REIRIT, TREHEZNIC X DHRPHMER R T
FEiEmREEsETH Y . MOFEREZG ERD LR T
Wiy 1B, #ik I IS KTUEARIECH - Fa /e
DIy M ETHhTRAT R T, FiBEA LRk
oI b, BEOSERIENSy AWML WHY - TE 7
Jo@, V2 TSI RE e aly % BifT L 72 720
FRA BT TR & IR R IAT o TOIE B TARBIE %
BOLho BB IBIBIES RIS TRAMSERTH S,
BARFTA e o FoKUEIE, IRAEE T2 BUREER L. 141
AR L D FEM AR AL B LIRERELTEY
A 14 B BN RS I RE IR & BEAT L 72o 3 RRFORER
TR & I RIFEAREEATAE L, &9 R RV E AT
EANETHEORERELZRO TV D, b9 1L
HARAOFW R LT OWEIRED S TS T D

RAZADTE Y, RIMORESIKOII TR DRI, B
BafiE & BB W L2z B id Wi L AP £ kA2 L T80,
BEOER AT THEKR2LN BIZBIFERIMNHT & ffT
L7z 2ifd # ADEETL 0 A N A D5 fig 7RI
T, BHBEDTAPA L TEDOREEMLHED ST
b,

Dandy-Walker#iE il B % 1% - 72 81 FI0E 12 42 i B F e
o THY ., MEMIERAT & ZER 20 & 0 A
FEDI Y P O— VRO TWAED, 2IRDBTLS
R BT RERINETER ORI L2 T
wh,

CORRPENIZHE ) BTk, FERBEMICI Y, 3O
TETRIEED & (. FR DT KO A THETNZFE
LTwh,

Hi LR B R M - ML A & F2RE L 7216043,
H1%2 B TR 24T - 72 MMOEEIZIZ
2 EN LAVHTLRIENATH Y, BEORTIRILEED
LWL LDOFEIINTH L,

R VRN R T A B 9 AKEE 2 BTk, 1 WIETHIR O
malignant rhabdeid tumor > &54f L 7zPNET G4 # 1 8]
TFEE, 1t 1 flitanaplastic astrocytoma™Ta b 2fiH
TELA BRICPEESTRY | SERREAEH SR Tv 2,

D. Z&

B 25 T2 R0 5 A S B L U T TRV OF L 7o KFURE 1L
AR IR b ST D A ORI & L o &0F
IEDRERE L LN ROIEEPERE T T 5 P05
EREEIED EFEZHRIz, HRUEACH T R R
BEEEIFITR, FEIEDTARRTH 7, TFEERIEE
FiRe < DBNTENG, RIFAIIMLICPE S BITIE, IX3EER
BENNSAZERIEEA LT,

E. #5A

SERVEAUTAE (B MUK 18 AL It 90 e i
MEATHI L LOKIIETRETH Y | FOJEE & (3HE
PR L 2Vl YD - 2o BOEERTHRIZ, AFF 2
FaariE R e b S HED R RUEFRE & U E K
WL Tz, LEXY, BRMABECESH T HHEED
HEEW G L, COEMETRLEHHETH L
EERLNTI,

F. MIRRE



1) FlhlEe, ATFaE, fmE—, | M-, iRk

2

3

)

—

I PRI TR RS L GamaT = b Ahenh
SAREES 2002117110 JiEA

Kubo S, Takimoto H, Takakura S, Iwaisako K, Yamanaka
K, Hosoi K, Toyota S, Ueno M, Morisako T, Karasawa J,
Yoshimine T. Peritoneal shunt migration into the
pulmonary artery:Case report. Neurologia medico-
chirurgica 42:572-574 2002.

FNEC., ABTE. BEARHERE., MEBXRLE, FHikmps
PR TR BN S, ML 2BREHTELE
Dandy-WalkerTERz @ 1 7] $21AIA AR T &4 MiETfh4E
YFES:  2003#E11HA22-23H &hHE

4) ABICE, TRES NI O RGO BB ER

¥+

/PNETO G RAFSFESHFHEH  13:1061-1066, 2003

G. HMWMEEODFRA

11



12

JZA ST ARSI AIB & (e RYKEHE] AT 7ERE
FAI44EEE ~ 16 4RI A I FEER 3T

R I S 2= R BEBEBUR 1 Bk 5 K BUE D B R 6

KT ARG RN v & — N BRaRhEES R

WA g

15 BT

WUERTIZEBNT S - BRI TE D3

WRES
SHT & IR LT,
W, ERL45E A SRR 1SR F T FHR ORI Tl 24TV, SFRI6FEIZIE TIIEHIKIUED
B LB A BT A ] BER L, HL500030
AR EGIE LM, TFHMENGE (TRE) 120D KEUEIZ 2T & B, GHsH e ME L 720

GRETKHUEDBRO A L & £ OFIZRLEY

LS LR ST B GG HE v

A, TIZB®

FRMEKFHEDRBW & BHCEAL T, HET T
A ESNziEgittidh vz, HARISBIT S5
HACUE O A FHE ST ORI I CHlefii U 720 P44
oo M, BRINHARIES R THDOLHI Tl
DTS WTRBERII L oW T OB R R T 5 &
I FARBI R CHk A HRET L, 4RI EORIEZIT) o

B. I, R BE

9, TFRABESY. FFHEEL XMoo
HEMCRALA S D 7%, ARTHVSIEEIIDW Tl
L RNMOMBERSAEI X » T HEPERET S,
Z O TR RATEK & fudtiZneural placode & IE(E
N AR OMARERGE S IT & A S 2 W I 2 LR
AT S, TR TMOBNE, T, AP, AR
IREANTIIAR RIS T A OMBE T SRS b
Titha, BEROS T, neural placodek £ IZHIC K
AL EAYEE TR L THE k&fﬁ'ﬂ“ébtﬁ‘ﬁb‘f‘
B, ZOFHIERORE R LTINS L 1A T
Wi, ORTHFMMER: ZIHLTHAT 5,

SERG14REED [HVZERT BT S A= TR ESE R o i
FHSSTOERUCIT e BRI OMF ) CTld, FM 6 Eh
6IFR 12RO - Bk THEE T TG L 72386 D FF
BEFIBIHT O S &, WERNZBE 8 WEHE AT o 72 H i
R D1 2 xt e & UCHiat L7z THRDBEHBIE MK
HCHIBOMELERD U RTFHHEII SR
& RO HROBIT O L TMRIZ T - TE MO %
ML &7, STURAH (T30 74> 5 350) IZMRI% 17
v, EFITIFERERR E B L. FSREL Ty 2 1HE
UL & EHIET & 72, FRBIRENSE 2 2 NKTUE 2 &0F
L5 IS N, HEROITE, SHnERY
EFHEAEIITV, B LELROBEL, TRIZoWTH
TREEANFHE L FERHE & AN FHIIL . %I
Efifi b L < MY B4 o7 T OMEL RS
HHTUE, B TR Z IR R E T
CHEDMNTHRAE L2, 2FITHAENISEBI ST
REETHY, MAERNBTBINIRE MR o7
HiBRT & B IR B2 THEB 2> T b 7290,
AR SR THERIERESZS T AL T o7, 100
ABRICAIE L7 1 BlE BT, 10038555 2
6 7 CFHAR) B TEYTOTH - 72, PR ARIERESR



NP 7 VA (R v B FI TR, BB EUITSEL
L efTRIZIERHERThH - 72,

PEoz &, WERT L 0 IS RE L 2 5
SR OWRICER 23S, HBICPAT D R
TAHIEIE T, MEFEZTATL 2808 B4R
L. &R EN 2 AR+ 23 L Bbhi,
Fio, FHEHLMWENRC L DI L A KRB TR R
DAFHERAE MR 7 ) HREA T ROE{ETTHL &
HEAbNT,

T-RBAE DY [ RKAMERTE D EBHHRE T WARTES
Wi & A P BERENEE LR 5 KT O WG R SR (i
T TlE, BRMAKTEOSMBNTEOT o — M E
R BRI G HARTIZNE 3 A F R o
DR, HEROBTII DV TIRET L. BRMEK
e N7 o — Faih o, BB 2L LOE
WIHEDSETH - 08P 2 MR L L TP EHRITL
7o AT OBRNE, THTH, WHEA~OLAEHR
OITF S, HEHE & 2 )iz o TR IR
L7 BEMBHOFEID VT, MRUSTEHRIEIZ
Tt SIRIBIZIEHI T R wds, BFTIC L

LISWTREE DI 2 O, T E RN ORE
(IR 7)) OMBIZEERTW D L v TS
Lo oo SPEER. PRSI RO LT &
TR OREPRE IR TI 2 45858550, #F
o Al 1 B i Rl W LR SR AL S A N e e /o Y
2ETAMELL, FTEUMHPERLTYD L) Bk
LEEIE R b dod, Fio, MHRIGEUG O ELE
X0 RN ETRIEFERPUER L8y ) N3
EAET TR EE RO T R O G T Y
EMEL D EANCIES BRI LAY otz £
Dz, EMEL LS RENCMAE L, RIS T A2
ENTFHROUMIIOLIDERTHI bh ol (WERD
R FRETLSEAETE LCIERES 7V EHES
AFHEIZxT 5 2 v FAHEY D D . BitkiEIZOoWT
FFHARREOMAR L OB CIR L b oo, THEEEE
FETIETTRBIBT O B AT A0 T 2 13 & FkiE
AEFESNAA, HITTELWHIEHIMRT 7,
FED LOFTIZEIZEVLTYWAFERTH - 7208,
JREEFIT & A L OB THED T,

TR R FEGETIICE., ER R
evidence based medicine (EBM) @ g1 5 W] 245413
& W o P B BN TR IR T B B,

13

EBMIZHE ¢ LTHAARTERIZL WA, o
PO TRLAT LA EoRmuiiuiitcd v, T&5
FITEBMIZEET (A0 R 4T 9 i, MEoL
PR 7 4% & B 691 narrative based medicene (NBM) @
FRIPOEAT LN P TOFERLRN ANSLESFS S
Ellbisz,

T 164 BE IR NG SOIVKUEAE DB Wy - SO A A K7 4
Y OIER T AT 2 720 BRVEIRIZEEWE & /- KERIE D — #2019
it OHhEHRA L (B1), HERICSE S
TERanEleRr, & U ETPRIBUINATIC IR ) KEHE DG b
TORICHE L B TR A5, HEITmA T, A
B TOMEA~DNRORMEDAETFRECERTH 5,
WER A ERENR, b U I3 TREOMRRIET I fE 5 KU

M SR TH L BRI ERTHREFETHICHIIL
THEFEDE IR b e 2 MBI TEL LT
Bo BIRHIAEE 2 R F BT, FREERHPUY T W
EROBHFNIIIEME L Tu 52w, BRIz BE
SNTWHIF IR elHr 2 E N5, BEME

B RRAKERSE % §E » 1= EERI DD
— kR KEREEZ 5E- BRI
8
KIBEPEHEEOBET
Bk - RROBE
e
HAAT v
------------------------- MO |-
HaE®
KPFEPESHER KERAEX®
REL. WEES BHEROHE
bLLRBRTE —
KEALE R
Same SHHERDER
P KERER
L BHRBOHRIL
HERIEN”
SHEBOER
A AT AR
s EXE30 FiEH

WF s - cid, kel & D iz iBIE BRIz onT
DHEMNEBE L LB 5 HE R, HAROR
MPEE O R TR 2 L It e+ 50
ThH D, OB, NBMOTE D380 wWT, Wi



14

Befio B2 Elizfio TR ANRSR L Z L L HIR G. AMFMEEOIREFRA
L THIRDFAZAT 5 o MERA~DHWNGTHEMHRE D
PORPOEFEIIE VR, EEMIE UELIEN2
[F2] % [8E] v ) SEEEBIIREOR VNS
PEABOTELLET KA # [kl 2w
BA, HEEREATIHHTS L IRIL 7.

&
e

M RMIABHED R, £E 7T > — FREERER, X
B 5 # 8 L TR IR UK ITVE DB W - HaHEH oMK %
Ao SEFED D v 72 HEBMO ISP 513451
FHREOLWEREIG N o785 ERICEBLTH
EHONDERE CE5/2174ED,. NBAOBEAL LA
T ye) YIDFFEEWY ARTHRORMPEE, £
DUMEFIRT DL IFNTRETHL I L= ihshi e
DA,

D. IRRE

1) EARMNG, dRPPEE, FENks, BRAH  HARSN
SN RBE AR Bl O B R A B & SRR, ANED
Bt fE 27 : 449454, 2002

2) H Sakamoto, S Kitano, T Morikawa, M Nishikawa :
Therapeutic strategy for syringomyelia with reference to
its pathogenesis. Child's Nerv Syst : 539-540, 2002.

3) AN, LEFEE, GREM, RO, KRBT,
RASE | FRRMBIRI T A WA BN O, 4
HIEEHT 3189, 2003,

4) JORMGEY. JEIFET. HIEREL W0 f 0 FEE bR
BROEFEBRITTRT - BAEWSE 8 W FloLE
i, 253 O EBADEAESFES, 2002.6.6.

5) Kitano S, Sakamoto H, Morikawa T ; Postnatal diagnosis
and outcome of fetuses with congenital brain anomalies
diagnosed by prenatal magnetic resonance imaging (MRI)
, 30th Annual Meeting of The International Society for
Pediatric Neurosurgery, 2002.10.31.

6) FAKEM | EXKERFEROZHETHbro>TWE D
& By LG ERE L £ ORR, §72 3 M HARRERES
frar LA, 2003516

7) JANE, EF AT | ZOTRHEORIE, TFHETTREY v —F
A 17: 555 560, 2004



PAAE G AR e I B F?E%Ti?fbﬁa’“ 1 AT 7EHE
TR ~ 16 TR A AR LG

15

G RS R I 12 & % K BEE

ERULLZ EbaERE BEAEA R

SEiE IR

PEPI 3t o) 4 ¢

Lo FH S/, L4 Lglioblastoma

Bl’ﬂ H@ L/J‘

HEEE

HEREARTHED RO —2 &L LTI OFEF EFSTwa,
H, FOHEEREISH TRV, RIFFEII BV TR KB OB & B OMRET I 2d 7Y,
BT TAFTOIEER R L, R E 1
AT L AeREMINEIIE R 2 A EINATAR SNz A8, MR B oE S B s il P RIf 4
7 & OEMEREE T EAE

DBFEEHOWET, EERROGHPEELLS
DERFFEH TR v MRS v o PHE,
TR BAKEHER SIS T 2 0, AR EA L
NEdEam s & B o Ed b4 DRy R& L FE 2 O N/,

BEhotze MG L2 AKEHE T BRI
Her@ﬁ'Im

L7 LSERVERINE A (6256 2 g2 T

TWHRRPERIESS 2 A 0F 9 2 KBHE G A O RSN

RIS SFH L KR LTE D, KW

T LY
c ARG

75\@75\0 f:o
VPR T R R 0

A. HIRB/

FEREAKTPED AN —2 & UTHEESOTRES LT

LTV D, LA LAKRMERNEG HEARRRETH Y,
FOEBIFIS LTI RV, RRFICBWTERIEAK
TUED BT & GEHREE MR EAT Y 12h 2y . L%
AT TAHAHTONRELOE LIIA  WIRRFE 7w
FERVEMANE 15025 0F 9 5 ARBEE IGO0 A L
72

A OFFECRREATVEDEIH & % - 2-BalE e ]
B9 FMINI0F DEFI9FITH o 7o FELEHLILAN
SIIBELEL 2L D6 B, K461, B2 H, TEI7
FTH D M OHEL % I teratoma 4 ), hamartoma 2
7], angiosarcoma 1 {7l. PNET 2 f7], medulloblastoma 1

{f1. ependymoma 1 41, astrocytoma 2 {7}, cavernoma 1 ),
papilloma 2 #{, gangliocytoma 2 {7, glioblastoma 1 41,
pineoblastmal Fl T IBOFT L 10HCEMEEDO IV
DR THTH o 7z KREVEDBEIGETIZ208 2 & WA= 1F
FTCT, RENCRE SN 27, FBMEGo
ARUMEDMATIIEM, RIEE2MIbF oMz o,
HYEZ 35 EARELZ & ., i iU WA 34010
frenTwiz, BoRL A E, MMl s5hwd
DML Do Tz, FHHGH T AFICIT DI, v > Ml
EENFN TSz, 3MBED Y v M ETo AR
H50H o7z, TR D 6 FI CILIER TETT 4%
WTHH., MIENBSH, JECT7H. FEI1HITH -
72

C. MRFTE
B EHEM TMRIELA LARR IS FE8R L 72 SERENRMSS 12 &



