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RSN I B 2 R, 28 RRAFIC AR
(X U TRIGRIB G T, 35 mEiRpIC MBI
BRI, 39 mEEFIC/ N 308 T
ITH ¥ EREEII R,

45 s, /NG A EIEERE A 46 Ry
FEHEx LT T DA,

3) JEG 3 : 66wk, i

32 FERF I/ NI I ZERE TN, 65 RRFFIZ K
TN EFERH Y, KEEICLDE
MEECSLOEI N o, IMILEFE
BFENER, BERE, BIREE & BRIIE
FRIREE &, 66k, BETHRE (R
REA)
FER 2, 312DV TITMm & ZEE, B OiaE
FEHZOW TR S hviz,
3 A 8IZH 2 EIDJEFIRETE BT L., B

SHERD 2em B2 D PNET 123 L C D R4 0E
WOWTRIEE SN ER A2 &0, 3 FEFN
BmerEhi,

D. B

VHL 5 0 8-17% DREFNZ F3\ T HEMFRPN
SrWERESEE (Pancreatic neuroendocrine
tumor; PNET) D&HFRL BN S Y, VHL IR
ZEBET D PNET DIE & A I3 dERReME T
HEEMETH DM, BE XL VIEFHOF—
AT ABEPRBENS 2D, —ROIE
BEBEME PNET IS BB R SN D Z &
WL, Fo, BERHOERESOR LN
DIEFNT 11-20% & 72\, Z4UE T PNET
Z AP LI VEL RO RFED®EHIT 12 5%
(M) T, 16 ROBEFHREEL, S EO
ARFRORE TIT 1432 1 KHITWO LT,
SEWERL SNBSS T 5 —f T
AL W bRIEIND 2 & B R R
DB, EERNCLIBEE R EEEE L,
KIDHTA KT A v CTIIEER R E RS
DY —_Af TR LT I5E LY IEE
Dynamic CTHREZBMT AL L LY,
WIEIDREES CT H—_A T A (15 #&kbF)
IZBVNT PNET D72 AT, 3% (B)
DREES Dynamic CT BRENHR SN 5, —F.
PNET 2% Y | iEZIRER % - TV B EERIE
BEEA L 725,

VHL JBIZ 8T B PNET 12 1) $%H D5 0VIEHE
HENREZNT L 2) VHL IR I IE A 0F
Bl ENET TEER O FH
MBI Z LN HDHZ L, Db PNET FiE
JEOWREIIEELZESTS Y,

MEZ DR RRE, M LM & R
HLEZ BN, FESEHET5 5 2T
EEZRTCTHD Y, PNET 23 Y EIREER



DIRVIER T, JEE O BETEH B D] E D
T2, 6-12 » A1 EEREES Dynamic CT
BREEITO, OB, BEEZ2cm DREF
TIRE YV EVRERRE (6 v A%) . BEEXR
<2cm ORERITIX 1 FF OFRAE N HELE S
N5 2EIHOY—_A T A CTHREIZLY
2 2DFHERF (DRKEEY A X=2cm,
QEBOREEEE <500 B) ZHEL, &
BB b NIRREIC A IRET D, T/
b, 2 DOFHEFDIRVIEFIE 2-3 F
BT, 1 EF2HREH T 6-12 4 A%IC
SEEDOY—_A T UACTHREEZITIZ L
1Lz,
FREOV—_S TR L IBEER S
D & ERDIEFNIZLLT OJRBNIHEIRE
279, $abb, EREROHFEIZ D
bHd. GIRARE B IR 21T O,
FINTIEEZ 2 EA L L, FTREZRIR Y
FERSRE 2 IR T AN A BRI 5, Fiz.
PNET DFHICER L, oo i EBliEEs D& fFHR
BT 5 RS L ER TS Y,
FITARFRE, FEARTA TN £ 2 13RI BE
U 7S] Tl 2RO 3R 24T 5, WHO02010
SRR T DARS T D BERF RN 53 WadE
(NEC) D&, CDDP 8 L UV VP-16 fFH D&

EACFIIEOBIS & 725 P (RS2 L),

B LB DR WE  (NET G1/G2)
DYE, WL LT-aFbFEEDa 'Y
W22 DS BRK CI Streptozocin
(STZ) + Doxorubicin FFRFEEEZ ENRH N
BIRTWD Y, TEEMESTHE PNET 1250055
mTOR PHEF TH 5 everolimus DF BN
RENY, AFTH 2011E 12 ALY
afinitol DMREREIG & 72 o7z, Flokl
Sunitinib OEEFRFAFRATTHON @ P-NET IZ
 LTHEDERRESL TS, B, »

FTHOMBE T HIFEEAEET 256813,
ERRIN, FUBAFENE, T UARENR &
DIRELBRTRETHD Y,
VHL 5 D 7-T1% DREFNZ 38\ TIHEFRRD MR
ERRLIV, MERE ORI U ER T
& A R EERIRIE (Serous
cystadenoma : SCA) "¥TH 5, e SCA D
BEHIII<RmTH Y, BRENPKE A
¥ fluliezs O FESEE R 722 & OEEFRAEIR S HIFR
THET, BRBBED L WVITREO LI
2N, 7e7E L, BRA O VHL FEFI ik, Ei
b3 2 FMREME D & Dt O REFERAMERZE (B
B NFLEEAS IR M d5 K OVkE ik Mg Ra s
B LOERICEENLETHD,

VHL R IXAmARBTH Y . oD ER
WCETERDEETHD, THETERNICE
T HREOEHTIES | —RERMOLZ2 D
THRBEOFEMETHLRISNICERT 56
WP, EBE BRI, 4
BV D MR OMER, 27V —=2
TR follow up DMEM:ZIE L < HAZ
T EITEE LV, ERIMAL B BITARE
BIZOWTOEBM@ENRMLETHY | AEERD
BRIPMEETHD, TORTHEE, Hx
PERL LETI SN THA KT A4v) &
(TART T BEBENLILEETD
ZEDNHEIFF NG,
SHIASEENTHO T, A F—Fy
&AW EREROEMEIC X A EFR
SEMTbN Tz, VHLFITE—2EROE
DA TOBECHEA+DIIREBRTH D,
BRI HE /13 OfEsk TRER S
NIEF DR 2T o TV BN, 5% 29
LT SEBIM RIS & B E S ik CHE: L
TWDIEFIORBET 21T 2 2 & 2 1278,
ENEEOBEOR EICHFSTEBLEEL
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Original Article

von Hippel-Lindau is £ EERZAEIC & T 5 BiE OEKIVER

VEMRFEERBR SR EHE, Y AR ERERE R E AR MR BFIE ST, ¥ SR AR 2 SRR AR e

BUED ORERY R EHE KRB OEHY
wigs —BRY HEAR BEEY SRE R

BE:

(H#9) A&IB von Hippel-Lindau (VHL) HBEICRET 2 BBEOBKNWISRLHEHT 5.
(5EE) R 21~23 4F R A S5 @A ME R B mRMEEEIC L ), AW VHL BEZESAEEZITV,
B ORRIRAIEB L BT L 72, SIS, A, BER, BENE, BEEORE, BRI, BTHBHR, ECOG

Performance Status (PS) ##A& L 7.

(KR 2B 409 B, B 206 B (503%) WCHHEL, % < BEFHER 3782092 5%, il
355k, S IE 15~75 B CIRIL L FREER 20~50 7%, AEBHI 23/206 (11.1%), T2 EA7 130 14/23
(60%) THol:. WMEDOD S 203 PIOERNT I TSR IIIERELLE (46%), BfH 31%), 794
WBERS (14%) T, SEHAEREIZFS 160, &% 6 M, 2B EOEMIZ 4%, EHREFIEIT eGFR Y&
TL, 78(3%) 2B 2% Tz, PS1 UL EIX 42% T, BRI TERIZ 651 (29%), 10 FEEFERIT 94%

EIRBEEEBERICHRTFRVRFTH o 2.

(R &) AFE O VHL R FHEEHE O BUT A ISR £ ) 2 ® <, BEORIRES B & RIS
RSN, HENER CEREVET S 2F0 WL Lo/

% —77— K : von Hippel-Lindau %, B9, EB¥HAE

#

il

VHL %13, Jefafk 3 Fa ERBIZFBEET HE
R kEEREERBETH L. MK TIEIRESHE X
36,000 A~53,000 1= 1 A& ENTWw5. VHL HE TP
kR, NE, W, RE, B OWRE OBRELE T
BHBESOZBORSHICIEE BB MRE % 10 Bk
EVIIA RIS T0RE COIZITEEICEY BIEL,
BRBENEF IS VL END. REORE £ 0k
BREZFERT 720 QOL OEWHERERE L Sh, BRI
LB OAEST & IRRC X B TS AR AR AR R I A 3T
TTRRE 2 2 TR A 57z, VHL 38D BR S b
HBIELIOIIIC o TWAEY, HEIZEICBEHNE
TEOFEIZ L Y BEMBERED 2 VILFE 18, 8
MESSEDH S VHLIFE 28 A, B, CIZaronT
W5 (3R 2). Bk TS VHL 38 OE S 2R RE R &
PITbNTWEY Y UL, RFTERBEELRERE
BEL B EINTHRd o722 BRI 20 R 5 D%
FED A HNL - ORBBENLEL SNED, —FKOk
BICBULZHIA KA v 2 EORICBEOFR X &
5D DFARIRIITHERLE L e dro 7o,

L], F 4 AZARFR THID TR 21~23 FEEEIC T TIE

(HiR&eE  103(3) : 552~556, 2012)

FE S7 BRI S0 B ol B SR IR B RIS S OB 58
RERAB L LT, £EOMRER, MAEse, R,
LB O FME % 3 812 VHL 6 CHIET 5 &% ik
DEFREZATo72. TOEFERMAEL S LICHAAN VHL
TEEISIEY A R OBIRISB 2 HE L 0Tl
55,

HRETE

TR 21~23 I CIEA SR e B W B &
BRI BRI R B EOM IR ER L LT VHL KIS
AT AERICOWTEE VHL moBEEREL2, BN
WBRERF (1,200 Midk), BEAREALRE (1,141 %), HRAH(1,149
%), HALZRPIEL (1,055 %) DAEME % M RIAT - 72.
IO ORI, HEAMRBHFERIENEEROFEL
BT, WRHBHOXFHZRS L CHBFBEERRICREL
BHAL 7. F20MBEEEOBEEROFT 25 TH
EEfTo7:. 7, VAL RBZ 2B L RBROFES
MEL, BHERBAY EEEDD - 2ERM (240 4) 125
LT, RAEEHARRLIKAEZT o7 ZHEN
DEIESRIE 704% (BEHF Y © 146 £, ZRAEREART
BB 1 234) Tholz. BIRICOWTORAEB IS
H, MR, BEER, BENA BEEOARE, M

FfTH 201149 H 29 H, =¥H 20114128158
© 2012 Japanese Urological Association
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%1 VHLWOBRZHEE D

VHL B OREEFHAL»TH H5E

FRAERIEFE, MEOEE B SOMRE BEoMSR (RER - FEiEN
SWEE), BELGERIEND S LB ENLTVS.

VHL ROREE;E- &) L2wEa

- PRRAFCRMEFED 5V IEROEE S EEE CQEULE) FiE
- PRI E £ 2 ERNERE L BT ICOXHERAND 5

B
BemaE
Wl OmR (BN - BERE O R P93I IE S )
WHE LRI
2 VHL ROBRIIEE D

S HEE  SeiikE  BENEE  PENEREFE
VHL# 18 + - + +
VHL 7% 2 8 A - + + +
VHL # 2 & B + + + +
VHL#% 2% C - + - -

B OERAL, FETEHL, ECOG Performance status T -
7z, MESRERICOVTERERBTOEBORFELRE
L7z, IS OBEFAEEIBARFEFROMERESR
FERICTRREEE.

RBSRAFRICOVWTL, BESWHEREERE L,
ERICX AT H FRAEFATCIEREBIZR I TOH
T Kaplan-Meier #% FHWEH L7,

s =R

1) REFBEOHEER

VHL OB EiEEOREY D - - ZREMEM L Y
B &7z VHL HREROFAER 206 I, VHLIEE L
THE S 7= BE 409 Bl 503% &P L TWiz. FIE
EREDFIERIE 378092 /%, FHULME 35 7%, FEER
AL 15 mA 5 75 B TIRIR V2%, 20 B ~50 IO FEF
AL Do (K1), BLizs - £=104:102 & HE
7 <, BROMBSERIL 23 TR AT A BE
D111% Th Y, EBESIIMN14/23 (EBEBEZO
60%), Y > 3Hi5/23 () 21%), BB 3/23 (F 13%),
B 2/23 (F18%) DIETH o7z, —MREFEICH_ERIL
ERE#E 2 bh-(%3). VHLBICBIT 2 BRBEOSR
SEHIBI I E RO o /2.

2) BRENT, eGFR DR, FRICODVTORERR

BIRNARER SN TS 203 B TOBBNEIZETE
YR F BRI (46%), B (31%),
T T A WHERIMT (14% ), FDMDIEIZ T > Tz (K 2).
203 BT 44% DIEBNZIHEFEE 2 B LRI Cniz. F
BEEEEIL 16 BT, &% 6 HOERELRFOERD
FIEL:. BEEHICE S eGFR OB RE T 5 &,
BEEEOEME eGFR OETICHEIT %720, HEERK
OHEIME & B eGFR VKT HEm A ED/ (K3). L

L, 2L DBREDVZIEICOLLEBEEZZITTOAHLD,
TRERBRAT 21T o 72 4 ) & BB 5 B2 Lo 6 EF
BHEEPOBRAL, WHEFME eGFROEE DD o 72
123 IR E L & BHEbr OB I L TREMHFIICHK
L7 (E4). WEAKL 2 3ETERBAN 2T 2
BTIE, MMOEFEICHERT, ARICeGFR DET 2
Bz E72, BEBRITbNER T, BINEEET
9 2 & TeGFR DT 2D A. ZHISHLT, BHk
2T ICB RSB OADIES T, BEE 3 E
TT, BE% eGFR DETRAD LI o 7.

BB IR R MR BN LB o T2 BB 7B
T, BEEEHTLIRED 3% THo/z. ECOG D per-
formance status (PS) ZFELER, 186 HloEZED
WTEEEDOANTRER 1 XV EVEEDOE AL 795
(42%) T o7=. PIFUL PS1 : 49 1, PS2: 7 I, PS3:
155, PS4:8BITH o7

FHRIZOWTIE, VALHETHRE S -2 TE 16 6
DO, BIEITFER & 72 o T 5 E 1% 6 4 (6/206, 29%) T
Hotr. ZREEFROERICEY 0FRBEREFEX
95% (95% fEMEX M 91~99%) & FHBIFTH -7z (K
4). 72, 10 ELHEFEERIT 94% (95% EHEX  89~98%)
Tholz.

z K

A ITTF R 21 ~23 I 2T TAHRIRTH DT VHL
W CHRIEET 5B & 2 OBHENE IOV TENOBRE
B BRIV, BRAL EEENROREMEZHRIC
EEEEREZITo 2.

G, JEAZBFERT TR B S H A TR kb 52
FEOMAERGEE L L TEERFREOKERLY, £
DEBERRLL. AEOFKR, VHLKICBITHERED




