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HETDLI A, W 2HDBEHEREYS CIEBEELERAHEE L T
BHOIRE, ' |

BOREER

L‘l

BEFORMPRRAL &> TRET 2MEE 2 H 520, TEROKET
&, REE % 5BEFAEDRER FIZH 31T DNTEHAI N TS,

(1) wRSHEE

PAERRAERELE (neurofibromatosis) type 1 (NF1) i3, vt ikiE 48
ZDHEHBT, 3000~4000Ai2 1 ADEIATRET B L XN TWS, KiE
DMFERRHMENE, MR/ ERHT, 77 x4 UBE (café-au-lait spot), 18 HEAZ
ExlzRBMETs. ThIINLT, BAAIC1L ADREL VbR S type
2 (NF2) &, m{UBEeISRNE, BEMRAE, MSBEL 4 RET 5. §ig

- OEMEEEFIRITERGHERE LI, BER2BFREHEER LIS & x
hhTn3,

(2) U - I5OXfFIRE

)T T A =JEMZ#¥ (lifraumeni syndrome) 13% < DEMEE DK
FIZREBRBENE ENTOBITEREHREN LI 5 TPSIEEFOESE
CEBRAET, AMA, BAE, OfR, EERBELEDSEEES
RET S, TP3ZEMRREDCOREDERD—D L T3,

CS) fEEN IR LA
TEEMEF(LEE (tuberous sclerosis ; TS) (3, BHEKE, FE TEA
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I mEhoarMEsosE | 5

EHMalE (subependymal giant cell astrocytoma) , ANEEREELEE 3
tb,ﬁ&ﬁﬁ%mwﬁ%@%@%t%iﬁ9%%@WE%LK%5Ct
BEFILTVS, |

(4) T2 - eyRIL-UVIIR

F 4V« By~ Y £ (von Hippellindau disease) I3 Htafk
HEEEES L, D, N, T, @EcSICnEEEEL, BORE
i EI 3 REEEATERT 5130, BISOBGHMREE L E a7 5.
BEEBETEIBRAKREREICH B LEN TS, o

B #2pE (JUA—) (B 3EETRH

HEBEOREL WA 3 EHMIEOREIC VT EETFHLEERLNE
BMEhTw3, 27, WM, 5 2MIAE (grade2) ICELT HHA
T TP53% & UIM/MRESR B REF (PDGF) A EDEEVBBBRTHB L
Xh, X5IC19BREARER, RBEGTOERICLDEEREEMiE
(grade 3) 127 0, 10BREKEZEDRE KT, BFME (graded) N
LT EDEZBIZLNT NS,

BELEMEOBVEFEIZL, Z0& ICEMEESIEREELL Tk
250 (2XMURHE) &, ZOLS EEMEREZVED (1 XHERE
fE) AEETALEh, IRbE 5 FIDBEBEFEELZFN, BRED
ESNEDFEABNELE XhTS (E1-1)". L Lo, 2k
T TP53D B #IZ30~40%IBDSNEDAT, ZOEETREEDAT
FEMBIEORAIZ OV THARRETH D, BHRETFLZEOMOERD
BEtELONS. |

RABE O RAE L BUERT & ORIHEABHEMEAFEI X TV 5 6 DAL
LA B, BTG 5V ZRATY B RS b 5 BIEEIAE,
W, ke Y, 7x /-0, REA, AT L, BRI E=-LE
LOREOBEL & L QBN & bR REN LIS E Y. Zh
SR, BROBEL VAL, RSB IREEORE L &b
TREEMEARL .

pOTIE, TEREEHE P BRI & U CEREO RIS 2 S h T
W EAB Y, BERD B VIRIORERICHIRISIE, BEIE, WEE
BEMRBRLUTWBIEBIREEIATVSEY, &/, INRE OB IR EE
Ik B BESRAD PR A RO MEEEREDOFEEC LD I B LbEL
HRNTWBY,
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S8 MESOBRICOVLTORR

B-1@ZEFEEETREIC &L 5 2MEDEME(L

(kleihues2000)

S Ay R A G IE
A “;f_ i

A L 5 ’,‘%% =3
B e A R e By o

= ;
BT L An LM Ay

TPS3ZEE (>65%)
PDGF-A, PDGFR-a
BRIFER (~60%)

LOH 19q (~50%)
RBEE (~25%)

LOH 10q

PTENZR (5%)
DCCRIRHEK (~50%)
PDGFR- « $#18 (<10%)

‘”ﬁwﬂi ” etgﬂ :_: 7 NPT : 7 ‘u;‘
ERE AL I LR,

1}:
AR T 7 5

EGFR
1818 (~40%)
BEFER (~60%)

MDM 2
g (<10%)
BRIFEHR (~50%)

P16R 4% -(30~40%)
LOH 10p & 10q

PTENZEE (~30%)

RBZEE

—%, BESOMEICEET 3L & I MEEPAMRNERT 3 L0
SEEH G, BRKEMEEOEGSER X h, ThicEEL CESE:ss
5 Rt B BRSO IIEE D R4 1D A 2 B faRiE AR  h TV 5.

BRE, EAIC T SRR 50T b B BRI & OBIENEIC DL

COBFBESERER TS,

BRRATEREEHICEENLFBme LT sREEH B4, EEICT
OBEEABETE TWEWNI EIIMA, #EHEEO K RER AR

VETETHEMT AERICHB L »
EEL 557,

B nEsonzns

EE NEEOFREEE

, GREGICHESBRIZE BT

ERICB W TRHBAABED Y A F AN EF+FIZBHINTEHES
¥, MEEOREEEICOWTEREARFRE O TA. 200655k
DX EHRREEESE (central brain tumor registry of the United
States ; CBTRUS2006) (= &4, SKENZ o1} 2 FREMEMAAER O R4 513
AOWOA A D 7= 0 FR14.8A (RUEESET.4AN, BEHRET 4N To
0, BEATid, BELSA, EIS.IALEhTED, TEIZETS
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[ BHEHI-RBEDERE

WO RO RAEEREIZ FEMERIZH 5%, TOEEE LT, 1970%FK
D CT A% + ¥ R1980E/D MRI & & DIEBEBHIRENDLERSE L bh
%, BREOERPEFERDATINS DRENERENSI LT, BRE
FICIMEENRR INEZ LB L v, EF, HICEIMERDOZEL
L OIREN Y VETHY, FOIE,ICE, BIREE, TERRESEDR
PIEEOEMAEEEh TS, £/, NEb L USEE ORIES A5 M
LTWBDEEFEDERD—DTH 5.

BiES S ERE

() EmREE

PEE 42 EHET (brain tumor registry of Japan) ”i, HARMEIEIE
20 L TI00h D ORERENBHER» D7 — s 2 ERMLUMH Lz
DTH5. 1969 (FBF44) FELIk, £/ b & £4000~5000%EHFI, A &9
80000 H % p MNBGFE N TH D, REME, EFELLEEERKT 1L
EhTn3,

1984 (BZF159) ~1996 (ER8) FENMERFISHIBISFIZDWT, & & M
EOBE WS DITHRBIEND2.3%T, WIEIES.2%, T EKiRE
15.2% , 7R EHRE10. 4% 3 Z NUTEENT WA (E1-1). Fpl TAS &, 15
BATO/NRTIE, BEIEAS7. 5% & RO L4 &), i T
fE15.4% , GEEWHTEME]. 0%, BEIEE2. 0% &> Tk D, A LA %
DIEEMRBRL TS, £/, T0RULEOE&HECRIEEDOT L DI
BENEREA2. 3% T, B THIRIENE26.9%, T EHARIEL. 1%, fiEFHAE

F1-1ONEFLEHEHC & 3 SEREZORE (1984~ 1996FF 5RiEH)

F# )
=0 <15 15~69 >70
wiREE 27.3% 57.7% 24.3% 26.9%
B S 26.2 2.0 26.2 42.3
TEKRE 15.2 1.9 17.2 10.1
WIEHE 10.4 1.1 11.8 7.1
PEEIRERE 3.5 9.0 3.3 1.6
EE LN E 2.9 0.4 2.6 6.7
Juk=E=a 1.7 0.4 2.0 1.0
sEREER - EEER 1.6 1.6 1.7 0.5
IR HRAES 2.8 15.4 2.0 0.0
Z Ot 8.4 10.5 8.9 3.8
- 100.0 100.0 100.0 100.0
=e (n=51,818) | (n=4,070)| (n=41,653)| (n=6,095)
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%18 RESOBECOLTOER

7.1%TH Y, ZTHIZBEHEY V386 7% 0N T 5,

HEBEO L, TOHEE, BHE (EMIE grade 4) #32.4% ¢ &
%<, HOWTEMAE (grade2) 27.0%, BER M EMizE (E%Hiﬂﬂ
f& grade 3) 17.2%, ZHREIBIES.5% L B> T %A, ZhEFmic
S TEDHEERAE L BE STV S, 15EKHONRE Tmzmmﬁﬁ
29.2%, BBHMES. 4% THBDIZH L, T0ELL LOEEE T, 59.9%748
BHETH D, B2 ELBREOARBREITENBL EATRE
ns.

(2) =85t

KRENLFERERKEEOEEHS A EE1-21277. BHFEIZ0ENR %
K- LT 3BREICZVEETHD, Bhlidl.4: 1 THEMHICEN
(B1-2Q). Zhizxt LEMETIEIXBTITTERTH D, 0ERFEEH»

H40ERIZE <, 10EAIRICE S 12D - o255 (B1-20). EE
REMITEL, ZOZHEOPRNFETDH 5.

E1-2@RMBERZDEHIH

ORHFE QE izl
450 250
P10 S — :
C1-Y( ) EEREPREPPERTPRPPRPPRRPRETE | 200
£111+] SR RIS, N |
250 F------meenn- PR —— 150
200 |--veesenresreneng- |
100
17:71] SRS
100 f----mmmmmmmimeees 50
5O feceeo R
0 Fhlmlm H’]TI-I H]H] indan ! KINdIN M 0 B -
0 10 20 30 40 50 60 70 80 90 0 10 20 30 40 50 60 70 80 90
Fin Fih
©) P @T EHIRE
1600 140
1400 b me e emeeeeec - -.ik 120 |
1200 b - eeemmeee e HHFLEE 100]
1000 feeeemereeeenn S 19 R O 80l
800 b--emmi AR
1001 IO BT | 60T
71111) R Nl - 40¢
711 ] SRS IL ....... 20
O ! ;.-._mi.mlmnrﬂlf l.: : 1l 1 1' 1': Y 1[ lr:nx..ru 0 Lomt tUE Ll L UL E L B L
0 10 20 30 40 50 60 70 80 90 0 10 20 30 40 50 60 70 80 90

i =31
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I BENSHIUERORERE

BEEREIZ B 1 2. 8L AMIZEVIRET, IFRFEHIES0RNAAL 570
BRETHELOMTSE (H1-20). REEOEXILS 1 1 1.3& &HIC
EF£L, S0ERA660ERICE—o 5B,

TEABIEL, 2T TEMHIIZ > T0E, FAEVIFFUMETE
PRSI 1L 501 H H60ERIZ 1 DO — 2 & RTDATH Y, 20FER2H
0EFRICATTOE— i3k aeEthE LT 05 o F VEEETEKIR
BThsd (M1-2@). BEHEEOHEML TS EH) /3 fEIR60& &
¥—2 & L-EBiEnattic£<, B&li3l.3: 1Tsh5.

(3) FHEERF

RREE Tt MBS SRE M -RETTROMERMAREL Z L A%
v, BEASEETLHEEE T, EREEMTHEILLENTIEE
S, BHICEk->THBETAZLEE . ThicL, BFEDREIR, »
HEDBEHIZRAINAE LTEFRIEPEOHLL, E1rDOBEDNK S &
TNM SRS TIRE S A,

F1-2IRENCRBEBEORMEFELT Y, MHEED S FLEFEN
903.7%THHDIZHL, #EEE (V4 —7) 2K TIE3B.1%TH
n, ZDH5H, B RaE 1266.5% , B EMIAEI223. 4%, BIFREIL
7.0%Th 5.

BERERE 2 & O BRMIEE T, %K%c%ﬁ%a%&?% LT
ZILMTES, ZhizL, BREEBOTRIHELSIBEFLL
T, Ffi, BEHR, €8, WEIOEE L L (performance status) 2
BEuvbh s, &bICHERERIC= Y YL T (= YRR
ROEREELHATHI LT, THROBEMALN D I LRSI
70 RIEEEEHENC L A EFETE EROERAAONS.

a) & &

WﬂﬂE@irfmwﬁéﬁféa%ﬂaﬁTT%ﬁm%tofwa
EELZEDFEHETFRIZ0%IEE Td 523, T0%R TIZ40%, 80K T

§§1 2@HEELEMC L 5 BERER O 5 FRBERFE (1991~ 19965 B ERER)

: EBIE 15§ 2F 3F 4 F 5
2imiRiE 1573 89.6% | 79.7% | 73.8% | 70.9% | 66.5%
B2 MR iE 1066 67.6 43.0 32.2 26.4 23.4
g 2125 | 55.2 19.6 11.4 8.8 7.0
ZRIEBE 152 9.3 91.8 87.1 83.8 82.0
BB Z RIERE 43 87.5 84.7 75.0 n.7 68.2
REIRIE 6367 97.9 96.6 95.7 94.8 93.7
eJ)A—< | 5757 73.3 51.9 44.4 40.9 38.1
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