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HRORX fl 28 2R 40 1L BF 41 L 988 (central nervous
system hemangioblastoma, CNS—HB) J& X #1 22 R 4¢
AR5 DU R, 4 A A T /NI (63% ) A8 (32% ) i
T(5%) , &—Fh e R AR 2, 2/3 ) CNS—
HB 5 von Hippel-Lindau (VHL) JE F A", VHL 3
PR T 3 5 YL R i — S DRtk e 2
ZRP M LA g & 23 MR EREA N
pVHL# ¥, VHLEEHN R, FH pVHLE K £
Uifg, e it 54515 5 I F (hypoxia—inducible factor,
HIF) (3K, TR0 HIF {55380 i, 22U i
KA, HET, 56T HIF {5538 i A T 5T 4%
JF H.E A V5T pVHL-HIF i % i 2 Rl [ 254,
WML RST RAEEE AT e e Mk jet Y, 4R
11§, AF HIF {5 53 [ 76 CNS-HB & A4 v 19 1 FH B9
B o ARSOPAR HIF 55 18 B E HNS-HB %A= i1
FHOESE i e A T2

1 VHL-PI3K-TOR if #%

Hwang 2554 B a5 S A 5 K VHL 2L K 5, 5
i 0 R/ INFIAR R S 2 /DN TR TOR 553 [t
Al AR A B H, ML pVHL 5 PI3K A9 p110 i1k
M FHEAH LA HIBHS TOR {5 53l % . TOR {551
FIR) S VBT o e 200 B 1 A A (A S i 2
S, WFST A PIBK B J5 L T 375 5 200 M ol
A 3,4,5 =R W5 B5 19 ULBE (phosphatidylinositol 3.4,
5— triphosphate, PIP3) , B J5 , ¥ 1% & M % i B
(protein kinase B, PKB/Akt) , fifi 2% 15 P: i L iE £ 11 &2

4 %) 2 (tuberous sclerosis complex protein complex 2,
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TCS2) W PR Ak, #1f ¥ i% TOR Z R B & W 1
(TORC1) , i FIlEf5 57 T-BE R b , (U FG R iR IR R
S6 PR , P T A b A PR 45 20 B S A R R
H W, A S e, pVHL 85 S M3 5 PI3K 1Y
pl10 2K FUAHEAE T, I w35 PI3K & PEF TOR 55
W AT HIF-1, 5527 #f5 H, VHLIL A
14 4o & 35 W (T VHL J PRl 2 1) e 0 240 Jif 2 AR 45 5
IURR , VHL 3 R i) 537 3¢ 28 n 3l 5 3400 TOR 155
T, 5 R A AR 2B AR K

2 I/ & R E B -1 (thrombosponnin—1, TSP-
1) {5 S @

TSP-1 & —Ff Z P REHE T (1, HAT H0 il i 4
A= R RE T, T SO AR B s Bl B EE AT
GBI ey liUEE N WA SR S - PN vy 1 B Ao S
TYHMIAT A . Sevilla—Montero 557 % ¥, VHL JE[H %
AR P pVHL AE o s BESFA ) 25 2% R AL, 2 3%
e AV 73 200 i TSP 1 19 22 2 7K -, e v 9 4 L 51 255
Gy iE AN BAZ e SR, pVHL 5 TSP-1 HAR K
YERIDLHIA FEiE— 2L T

3 pVHL 54 ERIER

21 Y % P2 R It 5 pVHL A EAEF #1540
FL ) A=A RN A4k, IS s i L A A4 . B R
B, pVHL £33 A2 1 NEDDS A e i 41,
SR A AR, A An A
FIVER®, CNS-HB YA BT, VHL EE R R A
| pVHL R L IEH 16 ME, Tk S g EEEAA K
WA, FEEMP ML IR LS A0 3 5 % A S
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AIFTE R, AT 35 DR 3 fr e 40 ) 26 PR 2
i e, 32 ] LLBH Ak PR 2 R T VHIL 2[R 2K 1%
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AT LLE SR Y, Young S5 WIFSY A B, VHL BE PR 2k
6 ] 77 A PR SR, 55 PR I RSB A4 i R A R
SWI2/SNF2 4t {6 Jifi 25 4 P400 Fe M A ¢, 5 VHL 3%
PRI 2 35 A D 1 e i 0 SR A2 381 5 B PR, 5 K 24K
YRARAH H L 2k 25 VHL JE R 5 BR A% Y 1598 114 240 ff mT
REIF AR AR X B VHL IR S35 I 40 i
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5 pVHL 1% 3% 40 fefE T SR i

Guo 5" & I pVHL i i 71 il BIMEL 5 1 (72
F AN B S (4 R A7, fff BIMEL 2 4k ; 1 BIMEL 3%
TR IR T O 2% 1 P SR AR S5 LA, 3k S AL 1
XA TS R A A AET R EEAE A . W R
pVHLIf i 5 ERK 454 , # i BIMEL [F] 4L, f§f BIMEL
B T 05 B 1R, DT 3 5 EgIN3 375 5 119 400 i 0
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BT TR 25 14 pVHL 1 EgING Sk [ 75 40 fits 8 397 SRk
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7 VHLiA & I & A K & K & F (vascular
endothelial growth factor, VEGF)mRNA FaE 1%

VEGF 225 SR 325 A 1l 78 A= pi 1) 2 2200
A F . VEGF mRNA 7£ 3—AE BIIE X P &5 A & &
AU [ JE A A SR —Fh oA ) R e 7,
VAT 2L Sl P AR B (AR A R 1 il e, & % AU
JG 2% RNA %45 4 &/ 1 1 (AU-rich element RNA-
binding factor 1, AUF1) A1 HuR & H 1] LB I 3406
e AU RE . Datta S5 W55 & B, VHL 9 %E i
HEH A S HuR 2 R 2 RNA &5 5251
W2ES, T3 VEGF mRNA (Y34 . Xin 259058 &
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VEGF mRNA (254, FF 5K VEGF mRNA [ f2 &
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