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ERBEEENTTHENSD.

VHL TIBEMBEDRIES 2 VER (1BFSR, VHL type 1) &, 55T 5
B F5R QBIZER, type 2) BHIGNTEY, HBETIZ O LD BE CEOMLE
DEFEVNAONDIRER DL P Y BEEBIEIIBRLEBEHEILAONDL I DS L. —F
VHL BlE—#B1 & 0 RV E VM, BRREERAER VS Dh3% 3492

il =EE=
KIREE & 0 SHEDT RS H 5 54 (VHL type 2 K3R),
(a) 2E~EE) :1x /4T,
(1) Mz (BEimiaiE i E 2R OB
(2) HEAbFIRE
O R7) -z i) BEERA Y 27 v VA% 37 v (Cr iE) (3
HEME FRRD 3 5L 2 B
@24 BHIEBEMERIZE D, AFAR TV, JVAFRTYURE, 7 RLFY >,
JIVT FLF ) Uitk (FREEME RO 350 % Bik)
@A TFa—NT I U (FEEEERO 2 &0 % )
(b) (I0MULTHEHEKREEA, MOBEBHFEIRBFICRIYU-—20 )
JEEGEBE W 1 x /4, R MRI 1x /2~ 34
(c) (20 XU L~4%E) :
JEERCT 1x/1~24
%8B, MIBG ¥ v FI3HEBREORELIRECO THRESHIZHE Y, BENAZ ) —=v
JELTIETTDR,
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ZE—kploBEMRE L FEICT) . —F, ESBRECERADR o7, PNERIERE
REMED b O TITEBBEN TR TH L. ZOBFE, ~1x /6 TAD7 0 —EHITWV, 1)
AALSERRED G, 2) EHEA 35cm BLEICHER, H5wiE, 3) MoFHEFET L
BTREMEES TR 2305, BRILERN & FAREICYRFRE24TS. VHL TR
Wik, BEREICEEL, BEEIOFHOTREEN D 20T, WHEREY HMO/TBRIC L) BIE
FEBEREDIRTE 2 13005, TG CORBRFESTTH LN LY,

¥
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o BEDMOILODOR VY~V JE 15 RICEHBL, ESEChhREERTSZ. 2
W77k & U Tid Dynamic CT GEEFZEHICT) M#EEaIn 2,

B b

® BREN 2cm ZBA L EIZTRREZERT 5. BEEL U TEBRESMHA#HE
Ins.

o BEREICOVWTE, T1XChrbs T BRBEARNEEIND,

il BEORIU—-Z00 (Bh) BLURESRSR

VHL /2B ) BB O SRERINIE IS AR L EZ SN T D720, BEOAZ ) -y
IS RIS 4. ERZEIE L L Cid, Dynamic CT 25 b BN TV A A, BfepEE
BHHGEIEMRL 2 5. EBEEPIEEEREDSHER S N2HE, £1~ 2 B
ZW AT, BIEED 2em 127 5 £ TRBBIR T 5. JEEEA 2cm 12 7% o 7B R CERE
WX HEREERT L. BNIEEMREL RO WIEEIE, SEBEICEGRZNLT.
BRI AETEI DTz o THIED Y AT 03D 5720, FBBIEIZ OV TIZEEICH D ATH LE
Wb,

B BEORE

JEG W2 (RRIES B L OCBRANERE) 2% 2cm LLEIC% o 7288 T, EEICKT 2 E5E
ZEIO L. LENE, BCROFTA KT A4 VI 3em 2 &L L TWwizh, BREFR 2 #
R E/NETIHBEYRIG L 23 ) 205AMN R 2 &, MEREN T 2+ BENH (RFA) ©
IO ERBREGRESTRIC R 0T ER2ERBLT, 2emE Iy PA7ETHIE L LT
T QIR BRAFN (FEHOoWBRN £ 22 3ESRH M) Th 225 BEOFEM (F
DEFEER R E), BEEERBOBEEENIRKE VD OCEBEIEHTH S % LOBE T
RAEFMEAMANHE 2SS TESRBT S BIRSN D FATEMRRIC L - TladkER
# L LT RFA (radiofrequency ablation, 5 ¥ AEEN) STEETH L. 1R, BEMEIZO
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o IENLEBEROBEFRDO—EL UT 15 5% £L D Dynamic CT BREETS
® P-NET O3\ 55, 3 F&(CEA8 Dynamic CT REE1TS.
e P-NET 20, EREZOLZWEEIEEEENIC O VWTRET 3,
6 ~ 12 hBRICHEER Dynamic CT ZB&K L, 2 D0FEEF (DEREEY X
z2cm, QEBOHFEEE=500H) OHKIC LD REDBRERIRS OICHREE
BERET S,
- FREF= 02~ 3 F&ICEH Dynamic CTREZTS.
- FRETF=1:6~ 12 HARICBERE Dynamic CT REZE{TS.
- FRETF=2 REETS
o P-NET A% 0, J&[ﬁ?ﬁ%%ﬁ:v TWBEE, BEEZTS.

VHL D 8 ~ 17%DIEFIN B\ TEEMEN S EIES (pancreatic neuroendocrine
tumor; P-NET) D&#4A 515", VHLHEIZAHT 2 P-NET D3 & A i3k
EREME CRIERIETH 2577, BELVEROY — A T 2 ARESEBSND 0, —
B DIEHERENE P-NET ICHRBEHICRR SN 2 L%, $72, W ICEREERD
LNBHFEBNL 11~ 20% & 475 VHL HOFEIZ L 53 P-NET ORE IR IBERT
5. P-NET 2B RIA & 7 5 ERFE NIH (National Institutes of Health) (2 81F 2 #E}|2
£5E ¥, VHLIREHED 03% ($8%633 BITHOMET), P-NET #46F L72 VHL HED 1.9%
(BE 108 FlToMED) ThY, FRIZLEWETTHA?. VHLHEICBIT S P-NET 1348
EAEIE & OEFNLVEMIZH BH P, EHIFBLATWAEND,

CNETP-NET 2 &4f L7z VHL WOREDLHREGNI 125 (L) ©7, 16 Roms
B D BB T A — A T AL 15 RS SEBEND &, SRR B
EEAICL A ERELR A EEL, GENLERHEDT — A7 2L LTI5®EYE
#f Dynamic CTREZ BT S (BIFE BBEZE 7o—F v — F8E). /X0 P-NET
O I 1E Dynamic CT M A BTV 5 95%), %%Wﬁ%<ME>ﬁ?é@n
TWnHLEDOHEDDH D, HEBFETIIMRIVPES 2052, B, BEZEZC
A TIEEROBEREBED P-NET & R0 hypervascular 2EBEMRLE L L CHE S

i
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B0, EEPLETHA.

WEOEE CT =4 5 2 (15%F) I2BWTP-NET O2w&, 348 (B)
OJEE Dynamic CT AN HR SN L. —F, P-NET¥d 1), EBRERLH-> TV EIE
BlUIEEEA L 25 (TR [BWEEE] 228). P-NETOHV -4 7V AIZBWVT
MEEL 25D, P-NET P H N ERBEBOLZVEFIOR Y FNTH . — kO IERiENE
P-NET ZEMEAS V20, TXTEHOBEEEZZ LN TSN F72 T RIS EMNS
WA R AE SR E VS B L 7o JRBEREIE P-NET &, FFRBH0 SN2 WICRHIC R+ & &
Z26NTWEY. L L VHLIRIZBIT A P-NET i, 1) $%Ed 5 VIEHEREIS VT &,
2) VHL R CIREBEMHBI LR 2, ZNLET TEEROFHILELI EFH LT b
26 P-NET FMBEICOREIITEELET 5.

P-NET #&4#f L7z VHL EOFHRET L LT, ORKEEZE= 3cm, @ VHL #fzFx 2
VY3DER QEBOKERE<SNHDIOPHREINTHAE?. Thb3200F#%
HFDORNEFDHHVIE 1 HFOAZET HEATEEBERSAONZVOIZXL, 2K
Fa b OEFTIE Y%, SEFEETLEATIE 6TBIEBERSRONL®. Larl, &
EFHREISEATHITE L2V L, BETFEFORBRIIOWEETHLZE LY D,
DIED VHL 7 — N4 5 Y AZBIEFHREFER L ECORRKHN R L E2 61

—7, BEREORKE, BEEEIEEREZRBTLLE200, FMELZHT 29 2
TEELZEFTHA. P-NET 2’ ) ZBER O VEF T, EEOMIEEEDOHED
¥, 6~ 12 71 BICHEEE Dynamic CT RELZ1TH. ZOK, EEFE= 2cm OEFITIE
L ECRERE 6 H B1R), BEEE< 2cm OEF T L EROFRENERINS. 2B,
LR L) CHEBEFREFRETFRERF PO L2 L, 2cm O P-NET T b E[EEE
DHBEGNHHZEP, —fED (VHLIFED %) JEHEREN P-NET TIREEEICAHDb 5
TREIER SN TVEZ OV 2B L, FRETFICBIT ARAEEEY 2om Dk E L7z

2EBOY =S5 VA CTHREICLY 2200FBET (OFKESHY 1 L= 2cm, O
BOREERE<500 H) ZHEL, FHBE20FIRERELERETS. T42bb, 2D
DFHRRF DL ERNL 2 ~3FRI, ITRFZ O 2EFATIE6~12 7 AZIC3BEIHOY —
NAFZYACTHERXT) (BI9E BBBE 7 u—Fy—M2HR). —F 2HFLLE
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o AEREINH D & SN BRI T OEBICHVAEETS.
EREBOBRCODDET, VIRTRREARENESS.
C FTEBRHITEEAL U, THARD RS RET IR EERT S
o FRAILE, FHBATMEHTRICERLER TR, ARICH D EEOAMLE
(WHO £40) 28T 2. |
- Neuroendocrine carcinoma (NEC) @4, CDDP & LU VP-16 DS 5H
[eEEEEET2 (RBEHAL), |
“NET G1, G2 08, 25ESEECS>\TOIVE YT I EAL, HFER
EELTEMTORMEEDINOYLR (F74=h—J) 1, FHRICTEFE
P-NET i LB ICRBABS B RBLTHS. HICRHTFENE (R=F
=7%E) OBMEREBRASM, Octreotide (¥~ K29 FY LAR®) 85 (et
BEE PNET ICMRREI L), %30\ HEBERET 2,
o FEBAEET 258, WThORBEICH T HESERT, WEARSE 5v
A BT E DREEERT D, | |

WHO TII P-NET % A=W ME Y, BEBOFE Ki-67/MIB-1 8%, M
MRFERIDALEE, MBE~ORME, BEERICEDWT, B9 EBEMENSWES, =
S UB R RE P WA, IR LB R B I D L T & 2. (E DY, WHO 48
13 2010 AR & HIZET M, NET G1, G2, NEC (neuroendocrine carcinoma) & 4338 37>,
B L OXF A2 F 2 1RT ®. £72, VHLIBICHF 2 P-NET 1213 & A SIEEEEETH
BH, —MOIEEENE P-NET 034, Ko9LEE, MEHEMoER, i, Ki-67>5%,
FEBRSO 5 OORT L FRICHICABERMENALNE T LizdioT, TNLOFHRA
FOEEZLY, HEFSVER L.

EREDT—=RAF VA E D HEEBEIGD D & SNBEBNIZLLT OFERNC e IEEE T
(BE9E HHEIJU—Fv— MSH). Thbb, RBEBOAEII,PDLT, YKRTHER
FEES ST 24T ). FHNIIEEZ R 2 2R L U, W2 R0 B2 BT At e %
B9 5. £72, P-NET OFMIE L, b JE B2 0O A BRI $ 2 A O £+ 2.
FATATRE, FERGTFM T 72 130T B T3S L 220 Tl 00 2 2475 . WHO 4312
BUF 5 WHO 4748 2010 \2 3817 5 NEC O34, CDDP B £ U VP-16 D& Lm0

=
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WIS E %5 (BB L)%, WHO 448 2010 123513 A NET Gl, G2 04, WL L7-4&
BALFEREO T v U AR WA, Bk Tl Streptozotocin (STZ) + Doxorubicin £
Bk EOSHWHNTWA, NCCN 74 FF A~ (2009 4F) T, 25 TEM%E (mTOR
FEH]) 2 EORREER, > P25 F &5 GEREEE I RREE 2 L), T2
EWBEOBIATER ENTWEY. Octreotide (> FZA ¥ F ¥ LAR®) HEAHBA
ED @ LTI IERREME O R BN BB O F R Y WE L L o@ENH 5 (PROMID
SED™. F 72, Octreotide 122V TIE, FEHEREME P-NET OMERIPHIZIE LB T
VB ARBGE IS 2 . BT T b N B R UBR RADIANT-3 05 87 2 21, #T1
P-NET 2% L mTOR FHEHR TH AT XT Y LA (774 = b—)) ORBELL, EH
ISR CTARENLRBL TH S, F 72/ Sunitinib O EEERFEA YT LI, P-NET Zxt
LUEMEARE SN TV A 4k, WINOMBE TLIFEBIEET 2541, %k
w5, PURRIFENE, S UABBEN R EOBBRLEBTNETHL B,

\«

zmb

#&1 P-NET ® WHO ©#

®R2 BERZWIESO WHO HREBEHEIE (2000 £, 2010 F)

NET: neuroendocrine tumor NEC: neuroendocrine carcinoma
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7> BERERE (ERICEIRE)

FEREREOSERE | -
o WERER (MESROEBERR ) OBWEA, BICREBEORBERAL.
P-NET (S5 S HHEBER ICIE L RIHEERZE IC > L\ C b FHIT 5.

i A |
° BRERIER (MEBROEEER) OHRBICTIRTEERT 3.

VHL RO 7~ T1%DEFN B W TEERMEHRED A SN, AME O L 7/-E
BITIZIT & A EDFEEIETERIRIE (Serous cystadenoma: SCA) TH 2™, Bl
SCA DEMALIIT INTH Y, BRESKE &Y MWEROEBER L & O BRIERD
HHT 2 I T, BBBED L VZHEEOLEE L™, 12750, KA VHL EF Tk, &
AL 2 RN D & M OB AR (BB NILEEIES B X ORI R EE) &
DEFNEEFLETH 5.
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o —RICEIER T DB OB TN CAROBEEE L,

BHAET1IE 2B h0b 53R UHEE T 25-60%DBEEIC 10 A THRET 5.

Bl o mE SEMTHD. THI0X UnmBEOKE SRS, FERE LT
EREDENEZ 825 A, HEMICIIIFREL/EEDGTH ) SREMERERT™. Wl
WOBEIREEDOTREMA D 5. 7272 LREZB CHER RV, BN L BT ERE
IZEoTITH . EHBHIBEEELSD TONS. B Lo i 2\ o IEERE
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