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VHL BE DD R 7 ) — = 78z CT 72 ¥ OE{ERE TR O - -8B
WafE Cix. % 1/3 23 nonfunctional " TdH U . EmIMLER EOIERBHZ S nD
F7- VHL OB EMRE T, —ME XL BRERSENEONE <, BIEMD
BIMELFHTHD @O, TOEEHHFE LT, 1) VIL OBGRETIX/
VT RUF ) U BWBKRERS T, 7 RLF D UaMEn, REED DL 2 VA # 7
TV UBRKEGTAZRT Y MEN ©, 2) BN OCHEEERH TiX, MEN2
DO EMAEIZ LR, tyrosine hydroxylase (TH) (L- Fu b L - R—
IRA~DOEMFEER) MK < | phenylethanolamine Amethyltransferase (PNMT) (.
WT KD ombT RLh U UACER) NiEe A 8N D 3) —J5 VHL 018
EHAE T, BT 2T I 0P ~DOKEAEICE L . BEMENICERES
B ENDI (MEN2 OB EMIE TIIAHMELS . BREENZ V) Z 23458
BNTWS @,

(A7) —=7)

FHERE LV BIEOFREENH 585E (VHL type 2 FR).

I. 2mE~4&EJE) : Ix/FT,

1) 2 (BEMIREICEA L ER OBERR)

2) ElbFmE

O 24 FFBEERICES, TRV, JAT KL F Y UBRE, AXXT
Uy, INWVAZRT Y ARE (REMELERO 3 FLL L2 BME)

@ IMHAT a—NT IR GEEE LR 2 F0L LA )
ALERETIE, OB, QLVEBENEL., BHbh b,

II. (1I0LALECHEBHREEA, MOBEHRELRFICAZ ) —= )
JEERHEE I 1x/4F, JESMRI 1x/2~3 4

III. (20 RELA E~ATE)
JEES CT  1x/1~24E

ELFERETIE, /AT RV, JAAZRTY R ERETEBRENEN
ZLICEE,

ERREIIHRE OAENRKEVDOT, 10 BRH TN —F -2 DRI Y —=
v LTS R,
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% OB EMIIE & R, o | ERFIS ORI L2 IERERRO 2 ko
— VIR IEBEIRRAZ1T 95, VAL TIEAEEICED | RRES 5 VI3 R BIB E
BaBRTHARMENRDHD 2 &, FBEREIOIEHMFMOAEENH 5D T,
BIBHRZE Cid, WEBZR IRV M YIBRIC & Y FAMBEDRFZ 1305, EI Mk
B L ORBRBEFHESRD D © 0,
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OBHIZHOVTIL, VM XL TRRBIENHEIND,

< fiBwH >

O BHMEOAZ ) —=2 78 I ORREIER
VHL 124 O B OFERFIE 15 mATE & B2 6N TN L), BEOA
7 V) —= v 3 16 ISR 5, EfgRWEE LT, #4717 CT A
EHERTCHDH, BHEEEENDLHAIIMRI #AV5, FEBEPICE
EHRENHER I NSHE. F 12 BEGZH 21TV, BEEED 2em 12725
FORIBEERT D, BEEN 2em (272 - - EE CTEREICH T 216K 2 B8
T35, BRNIEBEREZRDLVWEAIE, 3 FHICEGZHZTRY, B
BITAETEICDTE 2 TRED Y A7 BRH A0, RBBEICO>WTIEHAREICD
TZVITORERDH D,

@ BHIRRE DB

JEERZE (BFEER L OBEIRNER) 2 2em UL IR o> 7c kAT, 5
WX BIREE B S, LLATE, BRKDO T A BT A A 3om 2 EEHEE L
TWER, BIRGERNEEZ 2 256/ MECIRIRZBIG LIS BRERILR Z &
VAR T DA BB (RFA) O X 5 RIKEEIRE N ATREIC R o722 &
HZEBLT, 2enihy bAT7ETHIEE L, FROERIT, BRESF
W (B4 BIRRHT £ 72 1B HAT) TH AN, BEOFEEHM (F.OHRB4E
Fl%), EERRAROEBERENPRRENDOREERNZH TCHHIEOHM T
BIREFMORBMNICEER G ST 2R b BIRIN D, /A FEMR
W&o TITEEIEE L LT RFA (radofrequency ablation, 7 ¥ AR EEN))
LA TH D, M., BERIZOWTIL, ¥4 XL L T RBBE P HERE S
N5, BREBSHEREZIEET ZEMICH LTE, —BRORBREORE
B L FIREICBB2ETA FIA L IZPEWVIEETS, (B8E 7TAITUX
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BB AR R N 43 WA IEE (Pancreatic neuroendocrine tumor; P-NET)
i) IR N S WA D RRIR B AR
<EBR>
@ LIEH R EEIREs ORBEI RO —&E & L T15m £ Y Dynamic CTHREZIT 9,
@P-NET D72\ EE1T 3 FEEITHEE Dynamic CT BREZ1T D,
@P-NET b Y . BIREERZ > TV DIEFNIIIBEOEMR L2 5
- (T2 NEEDIEE 28R),
@P-NET 3h V) | IEIBERE D ZWVERI T, 6712 2 A %ICHEEES Dynamic CT
BEEITV, 2 200FRET (ORKEEY A X22cm, @IEEOREEHE <500
H) OFECE Y REIOBRER D CITIEFE#EICERET D,
« THRETF O WIEATE 2-3 R ITHEHS Dynanic CT BEZ1T 2,
- PHRIETHB 1 OOFETL 6-12 » A RICHEEE Dynanic CTHREZIT O,
- 2 ODFHRETF I EPEDEFNIIRREIG & 72D,

<>
BB ORBBIE (P —_ATF U R) LIREOE#

(FHx)

VHL 9% @ 8-17% D IE B I\ THERR B N 5 W %  (Pancreatic
neuroendocrine tumor; P-NET) O&HHAAH LS Y VHL JKIZEHFT 5 P-NET
DIF & A CITIEMERENE (BBEEN) Th Y., NEREBETIHERO RN &R
0 U790 — %5 VHL 8 IR SE L 0 JEI O — o1 T ZARENIT DI
L=, VHL D7 W —fR D FEREREME P-NET (2t BH# UNS RS 1 X,
EREEERL) KBRS ZEBEN Y, iz, —fo (VHLIEDO 2RV FEH
EME P-NET O 60-90%DAER] T2 WTHs 9~ CITEMISE 23 R 64 5 DIZHr L VHL
I H 1) B P-NET D2 BERIERRIES O R 5 B EFIE 11-20% & A 7@ VHL
WOAEIZE 5T P-NET OR BT —MRITERTH Y | PHRIZBIGFTH S, P-NET
MIRR & 722 BT VHL IR D 0. 3% (n=633), P-NET Z&HF L 7= VHL J§ D
1.9% (n=108) r#4EXh T3 @ VHL /B2 331 D P-NET I3 falE & o4
PHEIS VMRS D28 @ P (type 1), BEMARBELHY O EIILEDL
YNGRV AN

B RN R ORRBESHE (B8ETALITY XLBH)
INETOREHEIZBWT, P-NET 60 L7 VHL I8 D ERAFDHIE 12 5% (&)
T O 16 BOMERH @ <, BT 5 —A TR 01T 16 Ho b Bt
EhbZ b, MEREEORE, EEAICLIBEEREEZEZRL, HRLE
b 7 A FER A S BRI ERE OV — o 5 2 R E 16 B L U JEER Dynamic CT M % 1T
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kﬂ%“éﬂé(@@@%CT#—«47/x)sz\PMT@%m@E
l:i Dynamic CTENRHEN TV, BHIIES THHZ 020 © iz
BRETIEIMRI DA b Hd O, 2B, VHLIFEORKHMEL LT, BEEA
T4, HDOVIBEOFIED & AIEFTIX, EHEE CT REICBWV CEIBE
DOWENGEEEE D P-NET & [EFE® hypervascular Z2JEEMREZ L L TCHHBHIN S
72, EHICEREPMLETH D,

FIEIDREES CT Yr—A T X (15 mEhE) 12T P-NET D72 WAL, Bl
5. B EAMAIELE GO IEEY — XA T2 & LT, 34EHR () OEE Dynanic
CTHEMMEEINS (®1), —F. PNET 23H V. S HICHEBEREE-> TV
HREFNIIEEER & 70D (Tit NEEDIES 22M), P-NET OV —_A( T

ZNZRB VTR E 725 DX, P-NET 235 0 #IGEE O R VEFI OB Y i Th 5,
—fE D (VHLIE D72\ ) FEREREME P-NET (XEMENZ W29, 2em 8 2 A BT
TRCEHOMIE EEZ BN THAD W —F  VHLIKIZEIT 5 P-NET 135 %
HOHWVIERENL WD, FIRESOREICIIEREEZET S,

BmmﬁddgipMT%AﬁLtwm%uBﬁ%%%%@ﬁ%?ﬁ%b(%
Bul 9 B, ERGEEERFLE @, 20R, ORKEER=3cn, @V
Lb?i?//3@£§a®ﬁr®%ﬁﬁﬁémoE@Soﬁ?&ﬁ%&bfﬁ
HEhic, 3kbb, b 3 o@%?&%@foeb\ﬂi%éw T 1 ®FoHs%E
BT DEF TR S R o2 o =ost U2 B+ % 6 DEH T 33%,
3WFZ2HTAHERTIE 6THERIBEN RO @, L EOREELY ., #H 1T
F&KE T 72 L OFEFITIE 2-3 4. II?QFWTiGﬂZkHﬁG@%k@%
CTHREZITV.2-3RAF2EHEM CITFRN2ZET 5 2B LTVWE P,
LorL, BOBPETCTHEBRTREZHFLEINLWEERHY ., FLEEBFREFD
BHRG SO%REICREED W, > T, BAED VHL H{ Y —1 T o ACEE
TREBRZECOEFFHNMELEZ 20N, SEOY—XA T ARG L
7=,

—J7, FEGEOEEEEIEBEOEMEZ KT 5 LEX b, R Th
FIESZ T2 5 A CEERRTFTHY ., SRIOV—A T AR L
oo NEBEOHEHEEOHIEIIIDR LS 2 ED CT RESMLETHY . P-NET
B 0 EmIBEERE O 72 WER T 6-12 » A RICHEEE Dynamic CTHRELZIT 5,
Z OB, JEBEEZ2em OEFITIT L WV EWRERIE (6 » A1), @Fﬁ<%m@
JEGI T 1 FEZOBRENPHEREIND, 2BIHOY—1 F 2 CT BEIC
20@%&!?(@Wk@rﬁ4x;&m<wﬁf®%%ﬁ§§moE)%%m
L., BiBBELLWVREEIGFRET S (B 8 & RBEBET LI XaB
), ek, AV —_A F VAT TFERTFORERBEERE LT 2em L EEEHH
L7z, Blansfield b DB L7z FEEFOEERIT 3cn L ETHER @, k3
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DEICEBGETRERREL TRRTMHOERILIZZ & 2em B P-NET T HiER
BB OB HEFNH D Z L @ —fFD (VHLIFED2\N) P-NET TR 2em LA
FOFEFA RSN TS DL O 2EEL, FTRETICBIT AR NEREE
2em Pl bEE Lz, 26 2 DO TFHRETFORWEEFIE 2-3 %12, 1 RFE2/FD
FEFITIL 6-12 » ABIC3EIRDOY—_A T U2 CTHREZITY F8E K@
BT NLITY XA, —F, 2 AT ELEEOEMILEVEERE O FEEEN H
D, [ENDIREPRLELEZ NS,

i) RN S WEEE O 2R

<EA>

@ILEEMA DY & SNBEFNTIILL T ORANZIEVIEREZTT 5,

C ERBESOF B LT, YIRFIREREFIIFNZIT 5,
cFIIEBEHIT R EAR L U, WTEER R Y SR 2 IRF T AN NE B E T 2,

@ FMARTRE, FERIAFME IR ICER LIES Tt ;

o [T 0D BERRIR N 45 WA (WHO 4338 3) ThiuiT CDDP 38 L 1t vP-16 fER 4

BALRIENERG 72D (BREES2 L),

« B4 LT D BRI PN 45 T8 (WHO 4338 2) TIIEFE £ CRESL LT &8 LB D

g Y AR ARV, R (mTOR FLEAD) 72 & OERKPEER, Octreotide
(v RREZF U LAR) B85 GEMEEMEERICIIRRER 2 L), 3R EE

82r35,

BB AEET A HREIE. W ThOMBRRIZ W T b ERHT, FUBSIFEI .,
T OA W e EOIRELEET D,

<R >

1. AR SEEREOBROES (F8E HBERTLVIY XABR)
WHO TIX P-NET % AMp=2r0iEtt, S oA %, Ki-67/MIB-1 f8%t, /REERR
HSGEE . B ~DRE, EEARICESW T, BB EMR N o WA
B LR R AR P 43 00 (RS (L BRI N IR LS 0 L T B (R D) 1,
(A5 AL R AR AR PN 45 AR 1 AL R bl UEEMEEE 3, B> T YIBRFTHE
REBNTRRANRRITH L0, MBRE A EROERICL VIREFHNERD
(4 2), Ak X 512 VHL fRIZ B 5 P-NET 133X CIEfEEch b, — XD
(VHL & D 72\ ) FEBERENE P-NET & IIRBA R 525, — M OIEHEENE P-NET T
X, EOLIEE, EoEE. ik, Ki-615%, FERDO 5 RF1EE
IZF% EMBET D2 ERMmESh TS 19

FROV—_a T2 (8 E RBBETNIV XLARR) XV IBEE
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AH & SNBEGNTLLTORBNCEVEEEITY (B 8 B JHE7 LY
ZLBIR), Thbb, EREBROFEICH) DL, YIRTREREILHFE
179, FMIXEBEZNTEZEARL L, FRERIRY FEELZIRET 512 EE
T 5, £i2, BEBROFMICE L., oEHIRESEOAMHREBICKHT 2 S
EET D,

FHARETHE. FERIE T £ /- 13RI E3 LIEM TSR RN LET
b5, P SCEICINZKIi-67/MIB-1 85 (%) OMBHLEETH 5, KoL
O JRERRRE PN 43 W60 C AU CDDP 38 X OV VP-16 BFFH O£ B (LB RIENEIG & 72
5 (BB L) "0, B bR O AR WE CIIIREE TN L2
{LZEFRED 2 ' Y R0 DS, NCON A R A 2 (2009 4E) T4y FER 3R

(mTOR FHER]) 72 EDEEKRRBR, Vv FRAZFUEE GEMEEMIER TR
Bin7e L), EREREBEROBRENMERINLTWD ) BiE, YIRTRED
AR FEREREME O P AR IR N W O B3 & R BRIZ Octreotide (Y K&
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WIS 54 % mTOR FEZEZE RADOO1 & Octreotide (¥ KR FZF 1 LAR®) Off
FAERRE MAHRBROFE R T, HoEM L REDE 90%RE Th v EEHIE )
ERBHEIN TS O, T2, WTFhOMBE CHLFRBENEET S HE1T.
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e b

& WAy iETE Jo 3T ] TR ot
e - +/- +
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