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HR) A3 XN D (JL—RA, &E£100%),

o

1. fER
4 VA I =< ORIMKEFVE L BN L WS, EROBRIEDES b H 5. FAAHIRSE R
ELTHE, MPBhrdTATRZS, B RETEH RESH L, #1775 & EHRESE, S
IZha D, RIBFMICES EATHHKREEIEL S, EERAONLI LD S, HAEMBAER
& LTI, ZER B, Bz, WK, AR #EFAONS, PACARSERICHER L T
I DI EDLVD, Z0EEDH 5, KIMFHERISHRE ST, FEMBIY 2R (B R E,
FAVE &) DR O Z 03 5 Y Bl AR RERS E 23D B 4%, RIS 1E %
B THEY I AEMRERE R 22D S (R Y,
FANERIZZRETHY, BUHMZIICES W ELH IO THEENLETHS (COLUMN @
BIR) .
2. W&
M D SRR O 72D DREIL T OB 00 H %Y,
1) Whipple ® 3 #, OKIMFEIZEKT 2ERED D, QER?D % & X O MMM <,
QI L HEIZ X D FERDPWLET S 2 & 2HERT 5,
2) MBHEAME T LTV 2128 b 59 (55 mg/dL FKilli, FRRIEZ ) 57201213 45 mg/
dL (25 mmol/L) Kiif), 4 Y AV U2 s s UEKELFiciRlsnizen) 2%
ERRT 5o MAEMEIZDOWT, G THE L2 MM IZRRZAEDSR S Wiz
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&1 AVRAY /=T DERFRIER

ChARFRIEAER (%) BEERER (%)
REES 67~80 Eiay 30~69
REEE 42~59 B 28~56
FESAE 47 BHTTE - BEE 14~50
HEASZEAL 16~38 REs 12~14
Thhh 16~17 iz 5~12
BV 7 3 12

o

DNREDA A v, BOMMERETH, NEREDOA 2 YEE5W (BAEO AL 2R
W), A YA YHORIEREEZ BN T 5 -ORBEHENE C-RTF FBL TS v
2N YEEITI o

DA YA ) = DOMEEZW O 7D %2 FH 5 5 £ THRELITH o ZIERRIL
B2 R $RER T 72 eI A BR 2 AT 9 o BRI O ARIIHE 2 78 3 RER] TIRIR & A B
(mixed meal test) 179 72 KpllHE A RER O EEDSH B2 EH <, C- X7 F NI
BRAH T EH DB WA, AS WM ARIRE 7V h T v ARTRER O §F AT I I
HEHTH2EOWENRD LY,

MR & TR E SN THIRIMAE 20 BB, AN LEH%E w5 SASI
7 Z b (COLUMN BZR) o FEDs s ShTwa ™Y,

RILEE D ERNIZEE L CTULF OFEENLETH 5,

DI OFEIRIGEE TIIBERBEOBRNE 2 WL, AR 2 &0 L2 120 0%
RE(HEELEE, aVF I —VRERE 4 YAV —<PUSolES, IGF- 1 A %
) OIFEHEEL N B EBITIZ, Whipple ® 3 & Mk, BWEOBMW - HEZITI o

AR IMAE FFERBR TR E ST H D K UICIHHE R % 2 U CEIRIICA ¥ X)) 7 —<H
Beb LWHEIZ, C-X7F FEIHIRERR, L &ICESASITFA F2HWTAL YR /) —
< X NIPHS OZ WA 5N D605 %,

@Bk OANEY) 2 MRS C UL, AR 7 BT C- X7 F FAIH S 3, #R i
BETH - 4 2R YPifk - 4 2 R V2B EPUR Il S kv,

OACMAERFIC A A VEEE e 2013 A v A ) 7 == DPANIH Y, Zho 2@ Lo
D, WgEBH 2T 22 4 VA YRA ¥R YRS A O (R Tl
LTWAHELH L), HNARAMHEDOY V¥ o ZFEERY, ISR, 1 >~ 2
VYRR A VA VBRI EERET ALEND L. 72 M ERER T,
MRIMBERR I A > 2) VAR S nwZ & &, Z VA T UM X - Tl 532 3%
D5HIENUETHDY,
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1) Service FJ, Dale AJD, Elveback LR, et al. Insulinoma- Clinical and diagnostic features of 60 consecutive cas-
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2) Cryer PE, Axelrod L, Grossman AB, et al.; Endocrine Society. Evaluation and management of adult hypogly-
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COLUMN = 2/

COLUMN

B BRESEMEDIEREE ISR

BIICRESNZEMBTIE, KMEICH D ZBMRRBER K ) PRARERNRIEIC /2D, &
RRERICESEFIFRERNANG Y, CQI-1 DHEEXICEH LI DDDEFN ICEERIERIDLE
KD'B2, FEETSNRL, REHET, FEIERE, #il, 1% - SRRREO—REMEERES
DELCKVERDNEERDEEN D 5. EMEREDERDEHEZR > THIENEETH D,

SASI A b

AVRY /) —=XDBEEICEF, FFEELCTIVIVEBAILY DLEFERT DN, BiEELERT
200% L LD EFENHSNIcbDEREEIREFIMIT D, FERKEEA VAU /=T FIFEAENEFH
HTHBDT, EREHTEBMEHINNEZNL A VAU /=T THIEENZVY, BEIRZHT
TESE LTHESINRBRWVES (occult sporadic insulinoma) (Cl&, SASI FZ hHERTH 3",
ZDHE, URERICEFEEDA VAY /—=IDBHFDONDBEDIFNC, N VR ) —IHSH
LTW3BBE nesidioblastosis Zf#3 S5 IL/N\ Y ABDBEMPIEBENHSND, CHI ZZD
Wbk 2 NIPHS [CET 255032 (COLUMN B 288) .

HARY /=X TRABEREUVTIIVIVEBAOILY D LZERT DD, BIEKLY 20% U LD ER
ha ), HEHET 80 pg/mL M _EFEH'H SN IcENIRZ FESHIR S LK L CTBESRIT 2 2,

Non-insulinoma pancreatogenous hypoglycemia syndromes (NIPHS) / i A B¢
nesidioblastosis

A VAU = BERMEHEIMABIE. FERDERIET > AU 2 IIAE (congenital hyperinsulinemia;
CH) LT DRETHY), S5\ Y ZABEDIEBEIC KL EMBERNFREYT 2881527, «
VAU MEOIFI DR VMEMEZR T ©DD, EREZKTA YR /I EESNRWES(ICHER
INERETH D, RENICFEBONDMARED U EAMDBER (nesidioblastosis) A58 511
%, BEERHIFHFSNBEVDT, "®F-DOPA PET/CT (UNEITHULT) &2 WE SASI 7 X h\ B2
UrEkE UCTHERATHD. SASI TR NTIFRIEL Y 100%LL EDA VR U MED EEN D 2HBENS
WA, 50~70%U LD LRICELFEDHBEDGY, HRZHMICERIZZEHD 7,

m 32k
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2) Imamura M, Komoto I, Ota S, et al. Biochemically curative surgery for gastrinoma in multiple endocrine
neoplasia type 1 patients. World J Gastroenterol. 2011; 17 (10); 1343-1353.
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1. fER

R R U & A THAL YRR B e i v A 40T X AR (B, W, FRelr) LR
AEHALIZ X 2 THID D 50 BEZEDIS L, BRLLT V. SRS, + 485 T
Doy, #lbAbhb,

2. BE

OZEWEREME T A MY e, @B pH WE (HERSWHEMRAED L <13 24 K H N pH
EBZS) T)PRLHATH D (FL—FB, SEEI00%), ANT T AFHERBPAEH TH L (T0—
FB, &E%100%), MEN 1 O&BOBZMO-DI2, MHPMEI VI T2k 4% 27 » PTH
DOWEDHIREI NG (FL—R A, SEE100%),

RBEZWOz9IZ, MRI, CT, US, WH#, EUS-FNA, SASI 7 X I, SRS % &R
DHEIRE NS o JEBI L L E LA Z MG LERT 5 (BEZHHICE L CI32H CQ2, =k
I L CI3E2BiCQ4, SASI 7 A2 MIZB L CTIE COLUMNRA%. ) (JL—RA 5%
100%) o

1. fEIK
HAA DY 7 =< TIHHEEESOE L Lo BEICASN, 1 cm DINOBREWEEEE ISV,
TR ORI (75%), T iaEEA (14%), 22 (11%) 2% <, MELeT V. W,
Witk THid L < A p Y,
2. ®&E
FWzI, ZEFREMET R M) AEOEEE BEEOBE 5L SITHLET 5 I L ZHEHT
2V, HBOWME T IS BERIED® A A b VIBEIZAY a2y ¥ — - ¥ o) BEYE, %
MaTEH 28 (G AMEIZEL), PPI R Hy, BMIEPERMMH A H 5, BUEEAETH BiEER
T PPIMEHAEETIX, 1HEMUEPPIZHFILLTHLA A MY Y2 WET 2LEN D %7,
EEBEOY A7 D 5, PPIHILRICEEFEKRS, BERISWEBFRERME 2o 725A1
H, B AP 2 55 L, Mo Q@ RERFTCHIE L CHllET %5, 2/3 DRERIT, Z2EIRFIILIE
HANY) VIZE#HERO 10U T TH 5%, 1,000 pg/mL UL EOFEFITEH A Y 2 —< 8
M EEbND, BBOWHEROMHAI L, EMEEROLVWEZTHTA MY VEPIER I
BR~1,000 pg/mL DA XEAD7=DIZH IV 7 AFHERBALE L, MHifrbhTwizt
UF VAR EFABREOBHRTH S Y, B WILEIC OV TIE, Z22iERE N pH Il
2T 20 K, 24 W EH N pH €= 41 ¥~ Tid pH 2.0 LUF @ holding time (F#IER) 3
90% Ll b% b o THEET 5o HA M) ) —<BED 99% TZIEHEHMN pH 320 L FTH 5 %
RAEZW D722, MRI, CT, US, W, EUSAHEESH L, MG H ALY ) —<D
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RAEBWIZ A VS o A A VS SASI 7 A FOSEHTH DY, + IR T ORE D
RIEOBWCHHCTH 2. T TIRBEA ALY ) —<WEH A MY ) —< LY HEI B,
e A MY ==k, ERBEMEOLEZHIEMEDS L W25, MENL O¥& 13 ER LTS5
L, BERICHEELTWASE D5, WtET 2 ) VEEEEEOHRE L H 57,
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cases from the literature. Medicine (Baltimore). 2006; 85 (6): 295-330. (L)L IVa)

4) Berna M]J, Hoffmann KM, Long SH, et al. Serum gastrin in Zollinger-Ellison syndrome: II. Prospective study
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1. ER
TE B B S OB PR, AREIR A, BB MEEAUERLRE, £, FRIRIARE, RS AR A A
5N 5o
2. 1RE

MAE 7V TV sEORE, M7 VT I VME, 73 BamillEsfEitsng (FJu—kB,
BEE 100%),

JRAEB W D 72 0\ Z BRI SHEIE SN Do JERI T L IS E LR 2 R LERT
({2123 L C 528 CQ2, i bR ICB L T3 CQ4 22 H) (JL—KRA, SEE100%),

1. fEIR
TN T =< DBWIIFERD SEED Z LIRS Y, HERERE (30~90%), A
WD (60~90%) D3k < A, WEMIEIVERLTE (55~90%) 3 SN B HEIEm < 5ED Vo K
BERER (FH4, HER, BHE) (30~40%), TH (10~15%) b A 5N 5, MATEIM (30~
80%) AL T I/ BRIIE (30~100%) 25 H L% o M EMEBIEMERLE X He3ERE S SR R C
LADLNLI LD D,
2. B
BWIZIXIMAE 7V H T EOWEH A TH % (COLUMN AAZBIR) . 2 BUBEFR 5, ARG,
FFAEZE, MG, ACHUHE, MOmsE, AME, BEEFAm, K, 7 v 3 v R, SSwmERE, B
g, RV 7V A TV E T OIS 2 Y FEBIES IR 5 2 0%, RS
Wio 72121 MRI, CT, US, EUS-FNA, SRS & &HfEde x5,

= 3ZHk
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COLUMN

A 2 WA VRAIEE

RIAJEICKZZILATVDRAIER, ZIVATVUHNCORIBAENSDES XIS EBIRTF REDRE
RIGH'E ) ARERE TH o lze Y B4 wF ELISAEIC K URERIGOBREEH R BES D, 2
WD LIc 7 IV AT/ — R TORIEBRORE® RIAEEDERE T2 (TITHNTLRLZS, S
BOREIDUETH D, RIAETERESEBEDAEBNE SN CEGERTIRBENRREINT,
P RAwF ELISA THIBRET B EIERE FRTH > EVWSHEFNG Y, TIVAT/ —<HEEDH U
WEERMmEDRAENERRI EN G D,




32 F1E ZH

VIP EERER (VIP 4 —<) Z%E S AERIEah,
RICHRSINSREIXEH ? -
(ZIWIVUZXL 3)

1. fER
KEOKBEETH EAKA ) &7 A0E, K27 0 —VIlihE, AT S F—3 2% EThb, %
7o, ARA ) T AMER BIKIC X 2K, BT, BN, BHROES, Zook), 2o
AR, Wik, (KEERE, BHIALER m I, &V Yy AME, R 7R Yy AED D
%o
2. &7
M4E VIP REWE XA HTH 5205, BIERNTOMEIIATRERTH S, EAZHICITED
osmotic gap DMENEFHTH 5 (FL—KB, E&EE100%),
JBAEZ W D72 DI HFEEAGRADHEIE S N Do ER T LI B E i %2 et LERKT 2
(MRZWICHE L CIX2EHCQ2, #RimBIcH L CIIBlCQ4 28 ) (JL—FA aE®
100%)

VIP 12 & B8 TiHEIS & B KREDKEEME TR 2458 E T 50 REREE TR AEIRE T D
BT, BHEIAICILUETH 2D, PEULOBEZETIEILZBRLZ MDY, WEa
LS LIS, KA Y 7 AMGERK 7 O — VIIEZ X 72302z, BRI X 557,
BT, WA, BZREALE, SIS & D RBIEIRTH ), BT Y F—3 X2 5687 5
& WDHA JEfE#E (watery diarrhea-hypokalemia-achlorhydria syndrome) &I:Eh 5, fiil
AT, Rud% <, osmotic gap PRV TR Z5EE T4, BHIE2VWIRETDH
%Y, JEEEALG BT L 22 A A5 b5,

2. &8

M4 VIP IBE I EAHIR SN S5, ENTOMENBAERTRETH B 720, BRI 721 i
R AR DR W CTHW 217 ) o SRR HFMAI L D EEDNZIEBICBVTY T MRS
FrTFu s OBEHFRICEILSBIET AV H 5. Wiff L, VIP A —<IZEA TIEERIBIC
3em LLEOMES & LTHDOR DI e A, WALFIC L RET 2. BT VIP &
FREETZ2HAELD 5. BEMBEOYS, EMIIFEZTH L. METIEH2~4KICE <,
SIEAREE R B SR ET 2 2 S WY, MBI R4, VIP ZHRNICTMENLDT,
THRVERE LRI COMEH BB TH 2 Y,

37
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treatment. South Med J. 1995; 83 (1): 22-24. (L ~XJLVI)
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i
1. B
(WA IO S, WA, WUFSE, IRIPIE T, IERBAE, ST &% R 5. M6
OB b L1,
2. i
WA~ b A5 F S IENEAHEE S 0B, FNCOWEEBAARTIECH S 220, W
10 BT BRI R TR I 47 (7L~ KB, 8% 100%).
ARSI 0 720012 3 4 BB DI e S T 0 I |7 et 2 ey L0 2
(BRI L C L0 CQ2, GRS I L CISBIiCQa 2 BIK) (FL— KA, BEE
100%),

1. fEIK

VR MRS T =< R T I8 - 2RICEAET S, kO HEOL VIERIIIEE AR E
BYTHBLY, WY MRS F ) —<TlE, VY MAYF /) —<ERRE LTHSNS 3EH
CHERRIE, T - JRIGEE, HAIE) b5 2 EMH 5200, BEKROZ L LV, + 48
Y= b RYF ) —= T, HIMRE L L CORERREE R EOERSETH LY,

2. &

JRIEZ WO 7-®121& MRL, CT, US, EUS-FNA, SRS 7% &A#E3Esh 2,

HARVEREBERE & L Tld MENL @132, #ié#iAEE 1 22 (NF1 ; von Recklinghausen %) T
TS MRS F RGBT A ENH B Y, T, I L NV To HIF2A #
R ORRREREIESF A 7 BRICX Y, SR\ EMIE $F 7> 7))+ —< I ER
VR MNAYF ) =R G AEREED M ShTwa Y,

m 3ZHk
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tivity. Endocr Relat Cancer. 2008; 15 (1): 229-241. (L~ JLIVb)

2) Kreis GJ, Orci L, Conlon JM, et al. Somatostatinoma syndrome. Biochemical, morphologic and clinical fea-
tures. N Engl ] Med. 1979; 301 (6): 285-292. (L ~LV)

3) Soga ], Yakuwa Y. Somatostatinoma/inhibitory syndrome: a statistical evaluation of 173 reported cases as
compared to other pancreatic endocrinomas. ] Exp Clin Cancer Res. 1999; 18 (1): 13-22. (L~ L IVb)

4) Tanaka S, Yamasaki S, Matsushita H, et al. Duodenal somatostatinoma: a case report and review of 31 cases with
special reference to the relationship between tumor size and metastasis. Pathol Int. 2000; 50 (2): 146-152. (L~ JLV)

5) Mao C, Shah A, Hanson DJ, et al. Von Recklinghausen's disease associated with duodenal somatostatinoma:
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1. fER
BEALE BHEEEbv), TH, 77 FEK (rough scaly skin, H%&, %), Fh
FER GREZR &), OA% (RRICHODAS), S8 SCRN, IEMEN OMKEEZ: & & [R5
HICET 5,
2. RE
o b= ORBEYTH S 5-HIAA ORBHRIE (24 K ER) OWES RSN D (7
L—RB, &85%£100%),
AW D72 DI T B W GRS I N L, EFA L ICLELREZ R LERT 2
(ERZHICBE L T3 CQ2, i ICH L CIZEHCQ4 2 R) (JL—kA aE%
100%) o

)
1. fER

tu b=V EELHEEOT IV, XRTTF FOBREFWICELERE, o b= UhEiEMEO
VT N7 7 Y OTIC & BREIRDSFRER, RIEISEZ 50 RMEALENIEET, KEticiFR 2z <
SHEL, I 2MEb AW (dry flushing) ™o TR WETH L BB THEIC X 2 b0 TER %
YV RS ZFRRIF MY TR 77 YOBRTIERLTWEY OAZRBIICAE LT b
ST X B R OB & RIS X BRI & B b O THOAED S WY, LA
OREEN R BRI, 2§ 7% & OILHPH ORAMEALIC X 2RERDE L 2560 5 5%, Ml oFih
KL T RN AR RE R W R HE R & B2 S e T v, BRAED NEN IZX 2561,
AL I VEEIZL ) D@ T I T E G RLE & A% v RIS %
WAS, KU, WOEAEE, felr (R, KRG, BEOVERR, HURBRZ LR RAELES Y,

2. &

JRH 5-HIAA #l%E D& X 60~73%, JFEEIZ88% TH A (EHMHIX 2~8 mg/24 K)o
Wb SR OBES Tld 84% OZWI=TH 5 2%, Hils, HBHROES TIEBH=E % L KT
T5, vtu b=V EREGEEORMN(FaalL -1, NFF, FUA, KN4 F v TN, TTA,
F=b, TERAFN, ALY, Juvay—, AYT7I3T—, FvV, FTL—FT—
v, Aariky) oBRREL (T NTI )Ty, TaFkFY, BT A Y, TET
=Y R%E) ORACE ) BEEICR D 2 EDH L. R 5-HIAA 2K T S& 5 AN~/
Yo AITIIV, AVSTIR, LRSS, BT I VEBLESE (MAO) FHESE, X F OV RS,
runruvIy, TurAyIy, ZBRIANIOELEEDVH LY,

JBAEZWI D 72®121& MRI, CT, US, EUS-FNA, SRS % &5t S5,
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BEH SEBFUHYENSHICKESN, 2EOBRENEREETZEENILF /A ROU—E
EWS, BEEDHERK, [EXRR FERIEERSABIRICLZIBATEMDENELD"?. K
B, FAlT, SEEGESEOME, BRE (AT, PET, £18), RMUABRETHERIND EW|/EIN
TW3, YN RRIFUFZFOT DI ERESNTELD?Y, BEHETIHREDH DY (A
- £FHEE CQ22HR) .,
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FEREREIERE NEN Z8E SAERIZ D, RICHRINSRETH ?
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1. R
FEIRE LTI, FRNZ D OERRWV,
2. RE

ZW D7 DIII AT BGRADHEIE S NS o WBIZW D7 DI £ 72 3% % Lo
TR OMITAHER S NG, ER T L IO E LA LZ R LERT 2 GEREZICE L TidEe
B CQ4 #BR) (FL—RA, S8EE100%),

@
1. R

R RERIE Ve BERIHEAZIRICBIM SN2 D b, T/, HEEBAICHES) Ik
FERRER E U CIEI R, R, A L AR A EBALNL I e s, T LD
DO TIHEBIEBICL > THRREINDE Z EHE 0,

2. &

US, CT, MR, EUS, SRS % X OWM{§EMAE# 17 o MEkZ W %217 ¥4 1213 EUS-FNA )
HHND, HK US TOMIMEIE 80%FEE & i ST b, EUS 247 2 IZHITEIZ 92%
FCH BT 27, EEARBI OB A2 US TR 2SH 2% 403% 5. CT Tld MDCT
CXBIERTAF Iy 2 CT 2479 T & T83%DRMENHME SN TVWEY, JHoT — FEY
HIEER A S K 40 B ICHE T 2 R BIIRAE (BEEME DIFENS) OMMEI KD &
WY MRIWCEI L CIZEEY A+ I v 7 MRIBER TV S E#iEShTwb Y, SRS 344
R OBRIMAIZEY CT L &, BHICHERRY ¥ R HiEROBWHICERL TS,
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1. %58
WHILE NET OFFBEIPHESERT I, B ORI FESARETH ), HRTIIP.OM
MR EETEK 2 9 o HILE NEC XTI OIBEE L 25805 V.
2. &E
WSRO RICHEIR I N A AL, NBSE T4, EUS-FNA Th b, mREBERND
7O K MERMAEDHEIR I NS, B L ICHELRELZ R LERT 5 GERIEZICE L
TIIEHI CQ4 2 BH) (TL—FA SEE100%),

]

WAL NET o PBSEHT RIE, BB ARG 12 & 5 N5/ APUD Ml X ) F4: LI
BRVEICHE T 57200, WA R P CREME, FERIR, 250 oM T gk % 2
T2 (@1), aRHdEaHTHLILEHRSVD, ERaHThII L H 5, AT
EEMIHLRBMREERREZ LS 2 0% 0, BREOTS LA ZmEETHE I LA
Vs, WAENOVL LR 2RTIELH LY, RHOWEL2MEERD X< ALN
LR THBY,

AL NEC 3FE EIEAIEFITHE 720, #ITLRETERENS Z L%\, 2 Ml
THROREE L 2HEDE L, £72, ML EOBRIIIIFERIE LR THEShTwa I e
ANy,

PIBLEETT L & 0 IMLAS NET 2S8Eb L 7=3 413, SWikEE D 720 WHIEE FAEM %175 NET
R T IES AR OTERE R R T 25, HBEE N ORELLWRETH 5720, NHETERIZE S
MR ERIEE VY BHEOERCTRIEDRE, K-V ¥ 7 EHRS EUS-FNA, il TE
FTICE LT WA THIUE, WHBENWRIC X 2EBRNSHIASHET S5 (PIF - EP15EE
CQ1-1~1-3 B,

E1 EE NET ORRER
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NEN DERDIRFICHRBS NS ERIREIDH ?

# i3
US, CT, MRI, FDG-PET/CT, SRS 332 SN %o RIS U THY) 2o AL 2 538 9R L AT
5 (JU—RA, &EE100%),

& 5
NEN 3%  DHEBITEBZ M) DT, EEEBOMEEZIT) ZLIEETH L, FEBO
B RDE L, RTY YAHIERTH 52°%, Bk b BEIEIE S,

1. US
R — 2 DIFIERB OIS, WHEDOBE— FO 68% 126 L, #EEH % VT 99% 121
EL7ET28ESHLY,
2. CT

WX DR 2D, WEN—ADOKE, FFRE, EZ%EE61~90%, 90~92%, 58~90%
EHEESRTW AT, BB OEEE L, T 100%, T 85%, V) /3T 57~88%, T
47~70% EEILIC X o TRZ 27, T2 B LOETL2EBEORIET LD, 33— Nk
R OB X B2 OHIE A ER S S Y,

3. MRI

Gd-DOTA Z3&##I & LT MRI, CT, SRSIZX % NET Offizfokkitgix, #h
ZFN95%, 79%, 49% & 7EH MRIOREVFAEICE L e W ShTwaY, #EECT
i GA-EOB-DTPA % JH\» 72555 MRI CTHi th S M 725 0 80% % M E T & 72129 X e dr o

»9)

~ o

4, FDG-PET/CT

B b7 NET T4 L L AITE L TH 59, “F-FDG-PET/CT OBtk K

W, —J, NECIZREENS LI, WAROSVIESOER - HREOMFEIIIHNT
H0), SRS OHERE WA D 572", MBI REEEZHS L EZ 5N D,

5. SRS

""Tn-Pentetreotide 1&, Y~ b A% F Vv ZHEKICHAMNE2ETHF 2 FLFF FE, FL—
N &AL MIn B L 2SS T B0 MIn 3BT T ), SPECT (single
photon emission computed tomography) ## & XN 5, EHFORIHIER - BREBFEOA LR 5T,
SPECT 4% #kf% ¥ % 2 & 3%\, R, JFRE, EZRELENLEN52%, 93%, 58% & Dt
BB DY, WEELTLOE L 2V, HREEE .

VI PMNAYFUZEEA X =Y 7 LT%ali#ko PET ##] (*Ga-DOTATOC,
%Ga-DOTATATE) %2\ 72 PET/CT b & 5 HAH AR KRTH 5, PET BHZ M7z~ b
ARYFVZFMA A =T 7IE, SPECT #AN X 5 SRS & AL EK O I TENR -2 W
FEDSHE S Twn B R
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— Clinical Question - #32 - f#sH—

nEXANE.

RPN 2w B S 13 neuroendocrine neoplasms (NEN) E#Fr&h, SRHIOFT AL K54 0D
T, FREBWICBIT 5 KELEIE, NET G3O#Hi% MANEC ® MIiNEN ~NOHZETH 5,

WHO2010 T, BEMHALE TOMBNSWIES L, MBI X 532 (B2,
Ki-67 #6880 12 £ 0, KEOHAIEHSLIES NET G1 (<3%), G2(3~20%) &Frsh, &l
(>20%) OFEFSLHE NEC G3 (KMIfaRY, /IR (KB S iz, EO%IBREFIIC
HEEN WS 5 — > Z R 5 “EMLIESY NET T Ki-67 2551l (>20%) ORI b % < il
s, 5L TKi-67 #8505 >20% ® NEC &1, F#%, H#, "M IA~x—Hh—s8BLebr2 L
AL 72 f58E LT WHO2017 T3 I h & OfEE#IX NET G3 EIfrEh s Z Lk o
720 L7278 T WHO2017 7 & UNIZAL4RHEME & 7 WHO2019 T, B - LB RN W
JE%51%, neuroendocrine neoplasms (NEN) & #FR S, HEEARIHRRN WY — ¥ &R
G Z Eo b E L, Ki-67 B88A3<3%, 3~20%, >20%DHEIZL ) FNFNNET GI,
G2, G3 L7HL, TEREFMIARS AL 2 e N A I35 C Ki-67 $8502% 20% % 8 2 % I 55 %
FEPN ST W NEC (G IZAFRE L) (KM, /NAaRY) EIPRC & & ko7,

NET G3 & NEC i%, Hi& TlZ ATRX/DAXX OBRETERDH Y, pb3, Rb & EOBRIETE

& WHO %% (2019)

. . o Mitotic rate . .
Terminology Differentiation Grade (mitoses/2 mm?) Ki-67 index
NET, G1 Low <2 <3%
Well . 9
NET, G2 differentiated Intermediate 2~20 3~20%
NET, G3 High >20 >20%
NEC, small cell type ~20 ~20%
(SCNEQ) Poorly
differentiated High
NEC, large cell type itferentiate o N~
(LCNEC) ?
MINEN Well or poorly Variable Variable Variable
differentiated

LCNEC : large cell neuroendocrine carcinoma, MINEN : mixed neuroendocrine-non-neuroendocrine
neoplasm, NEC : neuroendocrine carcinoma, NET : neuroendocrine tumour, SCNEC : small cell neu-
roendocrine carcinoma

(WHO Classification of Tumours Editorial Board, ed. WHO Classification of Tumours, 5th ed, Vol.1, Di-
gestive System Tumours. World Health Organization, 2019, p.16 &WJ5IH)
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RiFALNT, NEC LIZHOMRIIH S L) EENALN, HIETIIMNEITBIENITE L
LIEGEAMEMNT SN TS, F72, NET G3 TIZ SSTR2 OHEIAX L ) SHEICALN S M
bIEHSI T2,

—75, FREEVENES; 0 5 B IEARE N UL IE B & AR P WA 5 ST AR 5 E ST 1, WHO2010
TlZ mixed adeno-neuroendocrine carcinoma (MANEC) &FRE T w7245, FEN G- Hir )
G ZIEREMIERE R &b H Y, MR WIES;I2IE NEC X200 ) T% < NET o4 ED & %

HZ DB L, BIFETiE mixed neuroendocrine-non-neuroendocrine neoplasms (MiNENS)
EIFEND LI olz BIZTFLANVTIE, MF L HILHEO KRASERE, pb3 LR L%
RBODLEZHNPS, WEFTIEIRCHE— () 70— ol LEZEZ LTV,

KITAFTA V82RO & FERHNIIE - HALE 2 & O 72N i35 % & & WHO
Digestive Tract 2019  FIAT &, BIEALEISFET A AP iES: D Lo NEN & [H]
OSHER NS Z LIl o7 (R



cQ1

i - JH(EE NEN ORIEZI7ZS T HICHER SN S TTARME D ?

i - AL NEN OBl & LT, AMmZirsfiEshns (Fv—FB 85£90%), I
NEN 23§ 2 A/ & LCid, EUS-FNA AR Eh 2 (J0—FCl, 8E%90%), {HILHE
NEN (2%} L Cld s O NS T AERTRBITETH 5 (J0—FB, &EE90%),

FIRFEICHF R 2 A3 2 560, IR AR S OB b HETH 5. HERFIZIE Ki-67 48
Bos b5 U grade DRI HR L R 25500 ), WMENOBIGERFUCH 72> TIHER DL
a3,

@ =

HEROBRENIHAEZW, BHEZRIZET 5N 5, BENEN ISR 2 MRRERIE & LT,
EUS-FNA #SJ5 & HifT S CTw %, EUS-FNA 2 X 2 B2 2B L Cid, &IE I 826~
100%, EZ%iZ 833~93% L Wi S TWa ™Y, AL NEN I3 L CI3@H o INHEE T2k
MCTBWEETH S Z L%\,

F72, NEN M HEMOEEE LT, ENZMDALR S WHO 53 HIZHED W7 PR
ZWr (Ki-67 1550 ko bh b,

I NEN 123§ 5 EUS-FNA A & YJBREEA Ki-67 {550 —BFIZ 70~90% 7 Th Y, ¥ 2
FIYTFA I L2 —TIE8%EEN2 " A—HOERE LT Ki-67 B OIES N —
PEIZE D, hot spot M TETWAWVWI LRI T, EUS-FNA TIEM (2
Ki-67 % &¥li3 %121k, 2,000 2L 1 (WHO 73-%1Ci 500 6 2 3#:3%) o EEMIL % EUS-FNA
BAATHRNT 22 EDEHTH S L SN TWEY, WHO2017 438 Tld, Ki-67 ST FIm L
WG E T, D EOBGRFENE W hot spot & R4 12 500 1 UL _L o IE S5 fg TRl 5 %
FEZHRL T b EREREIVNSOHPEENOARY DD %, —FEEmn"Y
LENTBY, BEEENPKEVWEAEIE, A o—2shoAEERE X TLRHMEL» SRS 2 Hik
(fanning method) %, WBIEZ XV ELTHLED TR BEHE STV,

FREICFERE AT 5561, WERER,LSOBR O TR TH 5, I NEN OJFE5E L i
BETITKi-67T BBICARELRZE T (P=094) &) #HiE=e, WEBOHIE W E W) ;i
bHo", —J, iR E ) VSR E BT, FEBO Ki-67 IBEAEZISEL (P
<0.0001), BEARRHIITZ TR D 5 OEMABEHTH S L OHENDH LY, T2, WERIC
3 Ki-67 I8 LA L2 L 0SB ), BEROBERIUCH - TIIHEMRD ZESsh 27,
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FRIERZEICSEHE I 2 &N RS NBIRER A ?

NEN O34 L 7-isidn 4, ARIEEN S X OREMMRIL A1 2B A, WHO 4% (NET Gl~
3, NEC), Ki-67 f8%% TNM % il $ % (FL—FA, 8E£100%),

(RSN BEHIER]

OREAL, @OBGE, OWIRFTR B o RfE, K&, B G, RElzE), @
HMLHEAL 53 - NET G1~3, NEC UMy, KAifaR!), MINEN, GRIfaéiHBhig @ #5-54%
88, Ki-67 8% (M 2 Giik), @Rt  MENpW~—7— (0 ET7 7=V A,
YFTENTATY), BRANVEY A VR) Y, TNHhTY, VR MARYFUY), O
R BVRCR, ORAE (BAEIL, BRAE, RIkML, B3EnY), OIRERE () 2o RE,
FHIRZER), @R, Q@I FAENER (B NEN o4), WRFER T 28, O 2735
R N, QEBEROANE MM, OUIBRKm © FE5 &% I oA 1, Bk % <ok,

B4 1LAF NEN 13 WHO2019 408V 12#: U T, @4t NET & %5 o> NEC (il
B, KMIBaR), MINEN (COLUMN BIZH) 12/ 8s b, & 52 NET Mifa s mshiE (&
SRR, Ki-6748%) 2 X - T, NET Gl, NET G2, NET G312 #Eh 5 (NET G3 &
NEC DMLk 18515 IRE CQ6 2 M) . NHWMERZ G X3 oM rLVE YD
BHEEEZRT O OIBREVEES S SN 5. 4T 580V E Y o, ReEvkEE
DEEIREDOMEICHHTH 5. LRHBEOE, 43 L RKOIEE TR L 13RS %
Wiz, BEORETOFEDIRD 5N D, £ DNEN TV~ bR F V24K 2(SSTR2)
PRI TEBY, SSTR2 DEREIE, BHEOMLEDFMR Y~ s A7 F ¥ 7 F 1 Fikk
MEOHEEHMTH B2,

TNM SFULIES O 4 X, TEEERETE THE SN b, Fiskdtn - ot s v 72k
HEREOAESS, MRRESCHEIEOGHEELZMRLILET LI LV EINS, BNET & i
NET @ TNM 5-4ii%, #Ek o ENETS 474 & AJCC/UICC 5 M D - 7258, UICC (4
8 M) Tix ek ENETS 4784 NET IC[HA O TNM 478 & LCHEA S, WHO2019 4%
THIAKIZ, UICC (4 8 M) @ NET @ TNM 44" 2R S hTw b, L% NET IS L T
b, EEZ & @ UICC (45 8 Hi) @ TNM 481" 43t S h b, NEC B X O NEC O % &t
MINEN (&% Jifi#s & i@ T OREE D TNM 728 U CRtils %,
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NEN DFE7RRIEFT R (A H ?
(PIWITURLSE)

BENET @2 (355 W 2 BEARVE G 2 200 L, THALAE NET (2R BEERE 2 S K T 125
SRR 2 R 2 TS B o LRI IR N WL 2 R T B g B ¥ 5 — & (IR,
Na Bk, BERZ &) 2R L (Rfb), &It (i) oz 24 % (B1) (70—
RA, &8E100%),

NEC 132 DB RARHBEZRILA) - L, LI UIREEIEZ ) o MR/ R
N/C OB RO FRIR~ O F AHRE S 2 ), FHEREREIIAWRE 225 (K510)
(B1), KRNI RT Z24% & RO OMNSE % A3 2 BB ~Z B o KR IUg Bk~ 785
YOG S 7 B (FL—F A, &EE100%),

e

TIEMERLZEMIC, 70520 A DRBNRZ LIS, BEIESS Tl solid pseudopapillary
neoplasm (FEFEVEBFLERIES;) & OHR % HK S %,

NET I3 Z R 2R (4 > a4 A4 MR, SRR, 57 N4 PR, 2|8, I
7 F—< A (Zellballen /S — ), $isEMINARI 72 &) AAEAET 2 (B2) 7, JEEFNERIC
TS SF e TRIEAL (AL, TRIE, i, AIXKLAR L) BALND, EERVECD
FEHE R S8R MR U & o TUSBL R I BMGAAEAE T 510 4 2 A ¥ BEAE NS AN ARV
v, 7304 F (islet amyloid polypeptide ; IAPP ¥ 721 amylin) ®iLE GBI S5 =
ENBH B, MENLEPA A MY ) =< ORALHEOL 3+ 3B ICHFET 5 (MEN1T/VHL
CQ1 BM), Y~ A% F VA EE X Zellballen /%% — ¥ #4# & 35 DK L, Vater
FLHE R Z DM ICHAET BV~ bR Y F VAR SRR E P o 72T IREC ] 2 FE g &
L, von Recklinghausen (VRH) %% /neurofibromatosis type (NF1) i2&0F4 2 (B2), fpisf
HME (ganglion cells) O3 A: % & Eo i iR o M 2 #iFE il (gangliocytic paraganglioma) ®#l
W2 RTIedds (B2, VIP F—~Ii3 B tEg (NET) & fiukerh IR (e it
JE, PR NE, BMEER &) EE N5, BB IIRABORE, HLERE, ey
WCHAL, BB IZDROLIERMBEH Y, BERCHERICHEET 5, o b= v R
NET (& FBEE IR L, BALERE 2y, EREL22FREICH 2 VI 25,5 L,
RAMBEE oWk E & 729, B NET I33AEMRNICE - T, RICHORENH ISR LTIk
9% 1%, MEN1/Zollinger-Ellison JEMEHEICBIHE 5 2 2 8, SIS AET 5 3ANIHH X
N5, 1% 2 #Z enterochromaffin-like (ECL) Mgt <, VMAT2 Bk % /R 3 Nz
/a3 (endocrine cell micronest ; ECM) % NET 2% 5t o b, HGHE NET i3t
T k=% P T % enterochromaffin (EC) Mgtk C, peripheral palisading % £ - 7z B IREL
PR d 2 eh% <, CDX2 btkddsmy, ML 0% <13 ECAMlET, LiZLiE S100 By
PEARRAIIE L A L TA LN S, %1 () NET & L fllatkAi% ¥, #H{biF NEC Tid
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1 NETBXU'NE

NET [F@ LRI ZR L, BELEHMERZET 2. —7,
NEC I N/CHEOBVEERMMIRD Y — MK - FEERIEEN S
3%, (HE, X400)

(HE, X400)

U LB i BRI A4 & L CRIE S a5, I NEC T BB O A7 R it
H & JG L7200 PR ST w17,
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RIEEBIRADIVIRWGEE U TRINHRSNZ N ?

MARIZIIE D ICEET S (FL—RA 8EE100%), EEICIE 10% P EEERLV<) v %
MHT 2 (Fo—FA 88£100%), FEIEHoREEREHEAL, 1BMzB2 25BN
FESEIZRET 2 (FL—RA @8£100%), fFMIN-FV~Y VEENT 7 4 /A (FFPE) 1%
WHEATCRAEL, WRWIZH LA RECHEE T2 (JL—FA &E2100%), KiE%
FFPE 7 SHi 4 2 H oY, AT EIZI 70 b—2HE2HBL, av s3I 42— avs
WD (FJU—RA SEZ100%),

.
NEN O#E) 295 Bz W, 7L — FoERRERRE R EOFEIC B W TH TALS
FEOBEEUNRE > TWwWbhH, MEN] 2 &, MEMREOZHR T/ AREICHT, BEE%
FAVIREDEREE 2o TETWD, TNHDOMAZMBYNIFEITT 272011 F V<Y VEE
8T 7 4 AR - MluE k. (FFPE) O @) 2R LD PP EETH L, T4bD,
TV T YA (D) BB (B, [EeE, BEEk7avR) TiE, TRINCT 2 2355
I PR AR D 0 BLE (2 HE U C FFPE BEARZAERL, 7Y ¥ A (b)) B % JidT3 %
W5 (FERERICE L CTFRB]),
1. FL7F U RERRE
MARRIRIIE B ICEET 2 2 EDEFE Ly, BEICIE 10% P& AV~ o2
2FE L, BEET 7 AZeH BRI ) B BER E22F 2, TR EORER %Y
AL, 1EMZEBZ 2 EHMOBEIIH#TERETHL, SV Y OREFREIL 1 mm/IF
MRETH L, ZOROREBHRAETH-TH, FESIL, 05~1emBEFTHEI LWV,
TER & N7z FFPE 3T CIRAE L, WRIMISHT LW RIAZ AT 52 X&ETH b,
2. 7FUY RERRE
JURT TR EICILMRAGWTALDOREEIX, ZFDOMOEE (solid pseudopapillary
neoplasm, acinar cell carcinoma/neoplasm, serous cystic neoplasm) & O#ENIZBWT H HE
THHD, HiFe LTIIREREPFERTH S, WHO 5HHIC L 5 grading Tld gl
X% Ki-67 EBOFHIASUHE SNTW DS, IGEIRTFUIC VI PRYF U ZBERY 75 4
7 2 (SSTR2) 7% EDREGRE HITb N 5, IRE R B E I3 IERMEG @ CD34, D2-40 %
TEREDHAT S NS, HEREEROMAIIGALE0OE TALL, FELICEHTH %,
7 KB ECHER%E FFPE 2 S 2B, MTICLERIEREZ A L, BB
MO CRAE - 70y 7 ZRHEAERL, HUWOREIMET LI 70 b — 225
L, av#3k—2araliaxachsrs?,
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m TR DE RV ?

WRiE, B ERKISRIEET, BERL RV X ) ICHERE LERH,ITHERESE RIS
% (FU—FA SE£100%), MR 25461 HE e 2 AR L 2% (JL—FA &E%
100%) o

T
PHERRAKIZ NS 7 4 W ARERAK TR GESE LN —B RGO L WS, ARKICIREL
TWZR OB\, HEHARD S/ER L 723 a ) i3 B @k 5 EE L7 o & 0 SRl K T
bro 7z, RHBRL KDL CEERIGEAERIKEEECTH 5, M RHEBE# TR, ©
MU W72 ARIZ R 2012 10% B ARV < ) VIR - BE L, AABKZMER% T
i 5. LaL, BEAEREDHAEURN & 220 FHMiAZEH 2 WD 5.



CQ4-2 = 55

oGS N CIVaN

| cQ |

D) JEE SR E N TV B D ED» O (I U— KB, &EZ100%)

2) YIRS AS AR ISR 251283 L T B A o Wi aF-fili (7L — K B, &E% 100%)
3) V) ¥ iR R IR O A M, BEFERA ORERR (7 L— R B, &E%E 100%)

e

WUNRZE T, MANCEE L CWREOREDSHE LW E(H Y, itz I —2%), &
B \CIIAHE D 2 A 3 RSN L AR ERR SRR S s, L L, MR /R
FEEE/IRDSY) OIS P RETIIRETH ), AABELRTITI LEED L. ZOK, MR
ORI IT Rt 2 BT 5 s

BRI 2 B 035 T, TSR I3 — M DIRAE & B2 ) RWETHRVEED S VA,
ZEDSPIARAG I B BRI G 2048 L T B35 f, YIBREPR A OB E O 72 0 O s B i A3 4
ek,

L2 L, KEFENET 7V — 7O KBEHFZE T, B NEN OMREZ-M 5 (RO BIF :
Wi 2> © 1 mm SIS AL L 20 \) BUIWim B E (R1EDER) & ik L CHEmRAFEL
RIFCH 50, EEFRIIMECTHETH -7z, T2, MHREBWICTRL LB SNIEA
WZEMEIBEE AT > TRO & LT, MENC ROGIERT X 7241 & Ik L TR M ER AR
RKIIARTH Y, SOIEHRBAEEREIRIENEASETHo e WEIR TS,

HALE NET o6, S H CHim iS22 2 KBUIBR S N 528, REZWIT LD
WRDOEEZWMHT 25 E503H 5

FEH AL NEC (& — B Dl 1 U7 R BB W 2 47 9 -

TR, MHREBR O B E EEHIIIDH 55 CORBEIEL TEB L LEND 5,

= 32k
1) Couvelard A, Sauvanet A. Gastroenteropancreatic neuroendocrine tumors: indications for and pitfalls of fro-
zen section examination. Virchows Arch. 2008; 453 (5): 441-448. (L~NJLIVb)
2) Zhang XF, Wu Z, Cloyd J, et al. Margin status and long-term prognosis of primary pancreatic neuroendo-
crine tumor after curative resection: Results from the US Neuroendocrine Tumor Study Group. Surgery.
2019; 165 (3): 548-556. (L~ JLVI)
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Ki-67 5 DHR NS BIEAL?

1. Ki-67 $efazdT o AR Z WL, B E R D EVWEL% “hot spot” & LCHIE
45 (JU—RA, &E£100%),

2. BRI/ PRI + BEPEMRE (G L7z i o8 # 8 L C Ki-67 88 OX—t v 7 —
D) %I B (FL—REA EEE100%),

]

Ki-67 I3 MBI CTH 0, HWEICB I 25EMEMBOEE%Z RO L DONERTH
5o ZOREHHIIEOEI A1 Ki-67 F8%L (proliferation index) & B X, ZDIRWEOMILHEET)
BE% H BB IEMICKIT 2 2 A5, JH4ENEN b &0 8% < o MESORIEZ I T
HwbhTnag,
Z O Ki-67 ORI N L WEHE: & U Tiito WHO2017 TSR SN2 ik z il T %,
1. Ki-67 §ta% 7o 7R Z G L, BtEiin oA R b &\ EBiL % “hot spot” & L T4
RS IIHEBFZE L, @ ® CCD camera TH Y AREIRIT %,

2. EIRI L7 BT, BatEMifaz tL < B A, BEPEMiaic .0l %2 @5 M2 J v Chtk, Bk
OMifaE FE L TH 4 DOEERD %,

3. Bk /B + B (MGt L Z-fifaofd) 258 LT Ki-67 IR e Bsi L,
e T

COFHEIIHEMBE LR X LN SEHIT A 0bWw 5 “eye balling”, “eye counting”, i 7 F
e o2 E 9 5 "automated counting” & HIRT 5 & X ) HIIMENE WV Ki-67 f88% L ) F5/
BT A5 Z LATREINT VS, L LIKKE LTUTOMESYD 5,

a. BRI 500 i & ST WA A, FEEICIZAMELAR 2 & % i 2 Rk 2
BB Teve SO X BYETOEBRITMEOEEMBZEHIL7z05? (B2
1 25/250, 10%) ZZWEICHLE L THET 22 EPRLETH 5,

b. “hot spot” ¥V b W 5 intratumoral heterogeneity ® MRE % ik 3 5 72D IZHE D
spot TOMFHPLELRIGEDH S, Lo LEBRKARR & CROBIEIZIZH—25A
W1 AP COME THOHESINL,

c. HEMBIFTOREOERIEDHETHHNEE TS 575, I NEN JEH T o Ki-67
BBOBEEIIZEANMICH S R SN TWARERATY B L HET 5, Lo LD
Rtk rgt®rd 5 Lo MRt HET 5.
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1) Reid MD, Bagci P, Ohike N, et al. Calculation of the Ki67 index in pancreatic neuroendocrine tumors: a com-
parative analysis of four counting methodologies. Mod Pathol. 2015; 28 (5): 686-694. (L' ~XJLIV)
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824-833. (LAILIV)
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NET G3 & NEC OirllAlFEh ?
(ZIWITURLSE)

NET G3 & NEC O#EHNIHMR AN LEIC L > TR IND (FL—FA 88F90%),

(PanNET G3 & PanNEC DRfZiBil#HE K EI FRHPTRDEE)

NET G3 (%) NEC (%)

Ki-67 index 20~53 20~100
p53 overexpression 0 75

Rb1 loss 0 45~54
SSTR2A 78 8
ATRX loss 1M1 0
DAXX loss 33 0
KRAS mutation 0 49

Oz 4, 5 KR, —BBUE)

B

NET G3 3 & O’ NEC & \» 9 criteria 4% WHO2017 43812 i NEN (2 L T/R & h, WHO
2019 773 TIXHLE NEN T B ICRM Sz (1), NET G313 NET Gl % G2 12
P35 & LIES:, NEC MK bR E T, ARTOILOGEEENTETH LA, L &I
WHEOENPEEELIGEADH S FFIZ, NET G3 & KHiaM NEC ofhl, NS LERTOZ
W) %Y (B1), NET G3 OREEIZIEARMNIC NET GL % G2 & FAET, 35 FIIRE 2 BEARYE - 1
RO FEUER ZTER L, WREEZEE LR L, MRN8 3 8%
TELFERE (IR, R BIREREE) 2 L), MRBEEIIEE~hEFICEETY, E
BNEIC NET GL R G2 (AT 2 A3 47§ %0 —75, NEC 135554 W 20 SRR I g
EHL, SMEEEERL, MERAENCEERBMBEA KRR BER~Y — MR - AR
AR L, FErERE AR E 2% (B2~4),

WHE LD, BoZUEs N ESICBE I N5, NEC TIEMD TELEALNS (40~50
L. E/2mm?®) . Wi#E L b Ki-67 #5801 20% 22 5%, NEC TIZ72WwTWwW50% % M2 558
HWEE R T, NEC TIIRBEE IR WEIIERED A SN L DK L, NET G3 TIZHRLA AL
NTH/NHATH S, 2B, NET TH, %, HE, Ml ACRBL I X 5)8# %
T - B X AL LICABTALEND S, MH L SRNVEVHEEREZRT Z &1
MiTdhb, V< bAYF 23 (B2 SSTR2) O%BUCEI LT, NET G3 Tl % Btk
AR FAMICALND DKL, NEC TIXERSMWBME %D 2 WIZBETH L 2 &8
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Terminology

NET, G1
NET, G2
NET, G3

NEC, small cell type
(SCNEQ)

NEC, large cell type
(LCNEQ)

MINEN

Differentiation

Well
differentiated

Poorly
differentiated

Well or poorly
differentiated

Grade

Low
Intermediate

High

High

Variable

Mitotic rate

(mitoses/2 mm?)

<2
2~20

>20

>20

>20

Variable

CQ6 = 59

Ki-67 index

<3%

3~20%

>20%

>20%

>20%

Variable

LCNEC : large cell neuroendocrine carcinoma, MINEN : mixed neuroendocrine-non- neuroendocrine
neoplasm, NEC : neuroendocrine carcinoma, NET : neuroendocrine tumour, SCNEC : small cell neu-

roendocrine carcinoma
@k 1 KJ5IA)

Y.

— lr' _
Bt 2%
1 BENET G3 DBEIES & UREREE
EUS-FNA #84 T, DMEEOHEIRE SR> TVWD, JOFETSZVARYF IR T4 IVIC
R EDMBRERR T, Ki-67 188(% 20% (50/132, 38%) #HBA 2N, S0%=EBICBAZEES
BETEFZEV, Rb BEEHDFEBEDRIE® SSTR2 D WHBERIREN H 5N, P53 ZEHDOUVFAMNE
FFERHHFOSNGEH >fze NET G3 EHESIND. (X 1,000)

o

i
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.

dex : 25% (G3)

F X
S

g T L S o

B2 & NET G3 D#fERS LURERER

BOMERBERRENERT. JOETSZVAPYFI TR T A IVICHET, Ki-67 581 20%
(205/804, 25%) ZHA 2D, S50%ZEICHBR 2 REBETE R, RO EHDFHERDRR P
SSTR2 D#VEEERIRN 5N, p53 EEHDURAMBRIFRDH SN /e NET G3 &¥)
ESND, (X400)

B3 NEC ()\vHfasy) DERERS KURERER

N/C lEDBLV SEREMBIED Y — M - BEIEEIEE (B9(0) ZRd. JOETSIZVAPYSS
T« IV Ki-67 EHERSE (>80%) DIEFN, p53 EHDOUFRAMBRIFER® Rb &
BORREORE (MERRBIRIEREMRFITNTVS) B3 5N, NEC EHESND, (X400)
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G5 ::{,ﬁf:‘. S5%.

=4 NEC (ﬂmﬂ@ ) GJ%H%%H%BJ: U ReR

AN LD DRERIUBIRD Y — MR~ RESEBRROIEEZE R, 70T
7J5Z )A’(byd-j" T4 IVIEHBEDEDR ZDBEKIFA40ELL
£/2mm? Ki-67 I8MH'RESIE (>80%) ZR U, NEC (Kifiiad) &
HEENB, (x400)

%\ NEC I ELEEE Ofid TE WIEBH IS A 55 ph3 B DU T AMMEISEH, Rb &EH
DOV F AMEKD, CDKN2A/pl6 HHD U F AMBBIRB A LN, b ORERMIE NET
G3 & NEC 0#HN b THMICZ 2" (B1~4), NET G313 NET Gl % G2 & [ABko#lik

FER BT R 2R L, BTIE MEN], VHL, DAXX/ATRX, mTOR &8 B3 & 7 o 5%
PRI TWD, —F, NECIZHLT, HLEOALSLT, RETIIRTD, W% %7
R LT A ESZE SN, B NEC ICBERICEFRICA SN S KRAS OERMGEH S L
HIEHY, WHELHEZ TIE KRAS ZROMHT2 NET G3 & NEC O#EMICHENTH S,
EAZVERESHE B (MEN1, VHL %, NF1 7% &) Tik, NET G3 24P L1545, NEC &£ D
FEIFEC, ASNTH TN M A HE .
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COLUMN

i@ MiNEN (mixed neuroendocrine-non-neuroendocrine neoplasm)

WHO2010 T® MANEC (mixed adeno-neuroendocrine carcinoma) &, FE(CTAD & BER
f2 & high-grade (G3) 38R E (NEC) DHFEDBZRRE LB Ch oz, JNUTHL,
R LB REREER S & NEC DEFEHhER, NEN OREAH G1/2 ([CHHT 2BE8H %D,
MINEN & T N5 &5 0REE%E 11/ —7 2§%F (conceptual category) T&3 ™,

MINEN [C5%5 9 DREREFEBZNICKEL 2 DD/NI—V[CHD N D, —DI& neuroendocrine
M5 (NET, NEC) & non-neuroendocrine B (R, IREME, RFLEERE) iMENZEN
BEHEZD BRI SEEL—DODEEZERLTVDHDTH D, HD—2IF, neuroendocrine
cells ¥ non-neuroendocrine cells, &5IC@EDDEZHEH D amphicrine cells &EEITRE L
DEWBH SIBEL—DDEBEEEERTDHDTHD (BE1, 2). WTNDBEICEWVTH, SHY
H'30% LU L& ES, EEODEONEBFEZY, REREFNICTIRIND Y, mEDRH DB
BpTU— REFHEICEHET 5 2 SN OJRERIER ClF, ZREICEEH T D2NETH S,

FRIBESRINIC VR (X, MINEN [CBRS T, —DDEBAICEHDEBNHS5ND T LEFASELL
CETRBV, BEBRI &G, BEI—5 Y M2 MERPEEREDBRR RGBS ICRED
5T ETHD. HIAIF, neuroendocrine Bisrh' NEC DB&EIF, NEC g9 h' non-neuroendocrine
A& BEITLTVD T ENZNY, TDfesh, NECHDICDVTIE, 20 30%KiEDHEE T
BRINEBESICBVNTD, ZHECZODEZLH I D ENEF UL,

BICHEREIRE CSIHT D NET OYFHMNGRIERR

NET [FBEHEEERESEE (multiple endocrine neoplasm type 1 : MEN1), von Hippel-Lindau
(VHL) J&, ffZERMEREAE [ 24 (NF1 : von Recklinghausen J8) fRiR & ICEH L, BERE, SR
EVVSEBEMEEREE U TOREN H BN D,

MENT TIFERIC NET e H T 5. RADEBNADMERCEROEERELIIRSEV, B
BRISHEL EBHTHDHY, BIENAHELLOP, BECBLELEDO, IFEEREMAZ PREEMIEN
Bl DbDRESERENE—BNICHRRIND, TTEBICH NET iMFEL, 55 MENT [CEH
FDHAKNU /=< (Zollinger-Ellison fEIREY) DEMREIF T ISBEICTEET DT EnENY,
TTERBARA N /—XIBINEL, BAD NET PEEDOU /NN EEGEBERENEREOHFEEET DT
ENBBIED, T EBREDERETDIHET D2UEN DD,

amphicrine cell

NEN 2 3ENENm5

1 MINEN Of#RDY 1 —<

RN MBIRES (NEN) B0 & IFRRN o iEES (GF
NEN) ®oh', TNZNEEZD > CTEEZEMR T S (combined/
biphasic type). BIFREA MR (NEMBRE), IFPRADE
fa (GE NE #i2) &K 0 amphicrine flaNEITELC W ESWVBHASE
JB7ZTERL T B (intermingling/amphicrine type) .
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-"?a" Ve BT &fg Comblned/b|pha5|c type & e

i

N I

I
2

L '\L

B2 MINEN DOHEERS K URERER

FERE, BREEOES (k) V77« VVDORRERS RN WE (NEC) O (B) A
#5MN% (combined/biphasic type) . TE&IZ, ENERflR (Ffilfa) sOREMiEE 27 O0ET S =Y
ADHRZRT BN MEMIROBIENEICEEL CTHSND (intermingling/amphicrine
type). (X400)

VHL TIREEICENET DEHHHOEN D, BEEFEHFEGEEZDSIKRV. BEMBICIFEDHSD
B WVFLEHEISTHRR - MR ORAREEFRRNH 5N S (CQ2-2 B28R) 7. BLERE
U T lipid-rich variant of pancreatic endocrine neoplasm H|EINTNS Y, TDRBAILIE,
FHh D VHL e (Bffiiag BERMEnES NEFE) SHET2/8H T VHLECTRE
[CKWAEU B EBFFERTF HIF (hypoxia inducible factor) DsEM(EDBEISHERINTNS
o2 U, ABEBRaIE MENT DEEBICEHS5NS 0,

TEHRIRAEREIE [ 2 (NF1) B, WICEDHEEEICNET i EEL, BH TH Vater FLIEEEBPZ DR
([CIFHET B, WRAZSTRELR, V< MAIFUESE @ERME) SV SFERL, BICHR
EHHRRGE EEERE (gangliocytic paraganglioma) DFIERZZT 3652 (CQ2-2E28R) ',

i goblet cell adenocarcinoma (GCA)

0 GCA BIRED—mATHY ", TNETRENET OIS LTRHN T goblet cell
carcinoid ZZ2TH, HENET &IFRIB2DRETH D, FEFRSBICIF goblet cell carcinoid D(FN,
goblet cell carcinoma, crypt cell carcinoma, microglandular carcinoma, adenocarcinoid 7&
ENEET Do MINEN EFBIICIRNND. TNM HFBFREIRECECD ",

BEALRS MG (RIMR) &, MAEREAELIOASRBRNIZE DRECHELIU o SR PRER O
SRS EVSCFTR T, Raiiiaw/ \x— Miifilah'iE < DEEITE U2 amphicrine (B—#Hia
(CERHMAER - AR S DRHZE S D) BHUEZE T2 ([B3). LR UMM RCEREE SR
BRHO5N2, REMIRE, BERILICZULL, RORRFEFLAEHFONT, BREEDHKEZ
292 (low-grade GCA),
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CgA &\_k CgA
3 i goblet cell adenocarcinoma DEEHES &K UREREK

MAABAEM O RIBREN HER CIESIRORS | 2R T . MIERAERETHD, RERETEIO
EISZVARYT IR T4 IVBHBMEL THOSND,. HMEREICRET 32HKRE (Wb
3 goblet cell carcinoid D#AE) ¥, BELBICRBET 2ETRE (BEDRBO#KE) 1'Hd.
(EEZ 1 X400, FER : &£X40, £Xx20)

NODREMGZEEE R, KE< 2 DDREZRHIZ2NEN DD (B3), —DEFEICTD low
grade GCA AN S5B33RHRECT, BLOEEDEEEZRIH, REMETHRANICEEI TN
PIVRETH D, HI—DIFEITRET, BREDIRBOFEEET D, BETRFEREOEVERRAM
ROIMEE~EHFBEDOMER, K, ¥— MROFBE OB/ RMEREEOX T B ERKZ
Z20RBEZRLU, desmoplastic REEBERIN, ZHOZDEME, #, PS3ERZMD (high-grade
GCA), BEDOERFBNEET 2850527, BEMTEL, KEDEEBEENT 2. LETE
IIEERRNHSND Y, BEOREEDEVIG, KRENICELDIZEIC low-grade GCAMDESH,
WLhHkp B adenocarcinoma ex goblet cell carcinoid (low grade GCA DE&E4ER{L) DIRREZTR
ITETHD Y,

= 32k
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LR, RREBIEE, ST R o#IG, IRERE, JHENEN ZOWTHBLEZ R 72,

SHOYFTTIRIREL 200 RICABE L7z T4bbH, 2017 FICYET S 7z WHO 58 E
DELEEROLEN D -7z L, BT L L TRAEMICHEHEI 2 17 9 BRE O FHlG & 7
A I THEYNI TSR B UERH 720 Th b

2017 4 WHO 238 T AR P 40 BB (NEN) (8T 72 2 0 BB AVE A S u7zo 2010 48
WHO 58Tl Ki-67 5505 20% % 8 2 5 i 1E 37X T NEC & STWwW7zdIZxk L, 2017 4
SETIIOMEEICL Y, TFEMEB O NET LKL R o NEC 1241, NET @ 7% 2T Ki-
67 5HH  20% % B2 BIES ZWENET G3 & L7zo 2D X912, [HGH OB NEC A% NET G3
EWENECIZHTIOND T LIl o770, FMBELOLEE ZHIHELETT ) LEDN D -
720 THETIHSHETORE NEC R PMBEIS 2 13EZ 5N TWhAdohs, ®EITTIEEENET
G3 12§ % PA#IS 3B NEC £ 135 TH s L #WiL L7

WIZIHT A K74 2 TIEIFBREYENE NET O F##IG oW, [JEMRENE NET L h
7eMe, ) Y OSEIERE R L) BEYIBRSHEIR SN Do 2 em DL E o JEREREYE NET (23 L Cid e
R BRI AHERE SN D | o T B, THIZIERERELENE NET TS O 7 L — FR,
JEFE DD ST, i) OFETY YRS L FEBSEZ 5 2 EAVRIN TV DD
Ths"7,

—J, WBHDONCCN A4 K54 Y% 5ONZENETS 2 v Y H 244 K54~ CTldIEthe
PEBENET OG#E T8 &2 A% R ICHR/R L, NCCN # A4 FI 4 ¥ TIEEREE2cm DL,
ENETS %4 ¥ 54 ¥ CIIESE 2 cm Kili T, &M & TRBBIEOF 7Y a 2L T
Wb FARHOFE, MIRRIIBWTYH, MAFERININS IR NET O F4HiC
ONTRERDLENEZATH o720

FRIGHEE RIS 2%, FORBISZEINT 202 RETLH0IEZNRERDO A v b - F
Ay MPEBEINBTNER LRV, HREFCKORROKE Zignwo—o1%, BEETFH o
WMBARELHCEDKES TH A 9. MR NET T FMELE2E—ENE L) 2T,
ERRIIC ED X ) IZHb TV B 0%+ S L7z,
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VAN
INETER % B ) BEET RN & RN A (JL—R B, SEE100%), &
B i

DWW G A I EARINYIBREAT) S E DL E L,

L2 L, MERCEARR R SN2 B EOMD TRV & Bbh 2 JERREVERE NET 25510 &
NABEPIEFICHZTETVWE I L, SHICREEOREICE > TN EWARYS AR
WL DZBUBRMAEST S22 LbH 500 GRICHEFBIES 3 2 B+ BBk
), MEESEITD) A7 L FRICHE) APHED Y 22 2523 L7729 2T, 1em K,
FER TR R S N ES, 2omifglh, B8 - BEITRZRO LV E W) —EDFM 7
FIEREREVE IS (o L ClRENE D T Tl e < Rl @igt (6~12 A A &) 2P e L, IS
DR, FERO MBI EOBALDRASNBGEICTHRZIT)I T2 EELTD v,

I TIEHES AR 2 cm KGO/ & 2 IEREREVENE NET OfEBBISENLEITIT2 5 LT 5 s
AR TETWET, —J, WEHE2 cm K THRBBEBIIAT LT 27 H0OWME L H 575,
CNSIZYIRRRHZE & I L7 2 10 S HREL SIS 2 cm K Th - TH V) /3 HifxfE
DFIENE N LM L — FAEV G2, G3AmINL T EEMELTWEYY, Lz
Do T, EHEECHM S L — F (Ki-67 8580, Wizl L723HEi< Lido X 9 2 08%
FEDMR W W SN D —E DL % b ORI HEE 2 RBBSEN R ET5 I L IHFFE SN,

BE oMM H I B S 2 & PHEY 2 7 b E L 7253 O K E NCCN (National Com-
prehensive Cancer Network) 7’4 F 5 4 0 CI3IEEE 1 cm £, WM ENETS (European
Neuroendocrine Tumor Society) 74 K54 1V CRRIEESE 2 cm KiThiuE, ST
MBI ORINE Z2HR LTV d, BENET TIRBFERCEITEIIN U THiAN T =7 4 —I2
BN, FRNSWIERREMEE NET 2BEEBICRAEL, BREOKE WEEET ZIREYIBRM =
B LYAIIIRBBELBINT 5 2D Z VI LIIARBOHFEZHRTHLRER SN, NCCN,
ENETS 774 74 > OV T b SRR % #EBBIEE OIRK 7O —21281F T %,

M L CIRFED I ICERFE S L o) Vo HilnB oI LzEmd o hEch
ENTE BRARP S ERO X ) IESEFE Lecm K TH > T ) Y 3 HBoBE T
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BENET 10§ 2B HlH 2 B e LG odiEmis:e LTid, Yy MRy FrT7Fas
(T VFF V), HFEMERE (RO AR - A=F=7), MlkEEETSAHK (X L L
YAV i DY

Wi 20BN 5B, T2, HRANTOVTIE, RAALFICHEROD 2BNOAEREZIZON
T, THICEENOBHEIT) o
1. SYUFFR
VRMNAYF T IRTTHLET Y LEFF FIZVY~Y bRAYF %854k (SSTR) 2 & 5124 L
TEVWBHMEZ AT H2EERTF FTH Y, HEEMEIIY L TdEENERH & LT, SSTR %
S UCHEGMINE D 7K b — 2 ZAFER, EEMO A >~ 2 ) YR ERET (IGF-1) i Lo &
L7 T O& KB XL A Z HET 5135, MERNERE LT, MEHEOHEIZL-T
JEH A 2 S 5 Vs WEBRARED L < 3BT - B NET (Ki-67 #5%% 10% Kiii o~
FEALEINET & #Z W&, SRSIZTSSTR ORMAEDLNLEH) [T 5F7 LA FF
OEMUEEBRE LB S » & 2L (CLARINET #B#) ¥ 1238 \»C, EEFHGHEH
THLHEMEAFHROFBERIERIVREINZ, TOMKE, 50 L4 F Nl pIfliiES
¥, TS RBE 1804 H, N F— NI 047 [95%E#EIXE (CD : 030-0.73], P<0.001) T
Holeh, FTOBOBWHLIIBWTT VLA F FHEOMREE LGN PRI EIX 328 7 H &
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HFIES /S~ A ¥ VIEEBE (mammalian target of rapamycin : mTOR) (23458, KE, I
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ECX ) EEM OB 2 W L, PUEE AR A BT 2, AT AR EBENET GA#H
BT 12 71 7 DS IR S EAT 25 38 S M7 ARSI R BE /v R BE O BB ) (3 2 S5 TS ~ &7 4
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3. A=ZF=7
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growth factor receptor ; PDGFR) @ ATP #{fi # BiARICRE L, Tit® PI3K/Akt fE#~
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YL ORIUC BV TUE, FISOL (Rl - Wl - %), IESRRE (Ki-67 fa%iie &),

figi e, WO, VI MAYF UZFME (SSTR) BBOAE, GOHE/PHFEDAHE, 4
HIRHE (PS %2 &) # £ L THRAIIZHIITT 2 LEhdH 5 "7,

BUE, ARIBIBVCTHALE NET (3 2 @52 B & LG ok s LT,
VI A Fr7Fas (2 L+ F FLAR (long acting release), I ¥ L+ F F), 4+
MR IERREE (T A R), MBREERDAHK] (A ML TRV YY) BBEFONS, KA
WZoWTIE, RN CEICRRO D 2BEMOB HERHLIZOWT, THIBE~NDOHHEZITI

1. YRMRIF7FOT (AT UFFRLAR SYUFFR)

VR MNAZF T FUTTHEET 7 L FF FLARWE, SSTRADIEHICK Y, ®VEY
PEAENE S DO WEIR 2 RIS 2 B CRIZS SN 723641 TH 2 2%, LS NET ~OHuES#)
BE2HTHILIRENT, ZORIE %5 0%, HEEEE 723 EBEAHOYBAREE ML
NET (BgetE/FEREREME XM D) 5L L7z, + 27 M L4 F F LAR OBEERFEOBGE
HHME L7z > ¥ AL O PROMID B TdH 5% FEAME H T d 5 M1 M0 [
(TTP) Ohyefiiix, #2 L AF FLARBCTU3IAA, 79LRBET60IPHELFZ ML F
F FLAR BICTHBEARER 2B 072 OVF— K 1034 [95% CT @ 0.20-059], P<0.001), Lk
FLARBROKE R % 20T, 2011 4E 11 HICiHL4E NET (23 L CARBCREBUKZE S iz,

=7, v VvFF FOFREER, Ki-67 % 10% L T4 SRS Batko, WL (b /#%
1) - WEDGIBAREIERRBEME NET 2 06f R & L2792 RO 5 v & 2 LIRS TH %
CLARINET #ERICBWTREN72"Y, CLARINET SERICIZAFOEMDRE T LT ah oz
ZENS, ENE TR 257bh, EEHMEFEH T3 5 clinical benefit rate 7% 64.3%, PFS
FL s 363 38 & HARANIC B 2 A MMEAVR S 2017 4E 7 H IS/ - BENET o0k L TA&
HTHRBAE S N7z,

AIEELDETEHT IV THEICE VI - BEESE NET ~NORKOFREOT— 5 13Z L
Vo YRMRZFUTFUZEMGLERICIE, SRS RS E gt s TS B
5 SSTR OFBOEMEF v 7 $H5TEMNHREIND,

2. IROY LREE
IAEY AAIEmTOR ZHET 2 2 L2 &) BUESRIHE 2 563 2 5 TENEEETH Y,
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WAL NET O L LTRSS, 2ORMWE 2205, HLE (Ri/H/ BEESRE) £
IR 3 O IERBEME I B AN HE NET 2 0 &I 77277 L RO F ¥ 5 AMLIREE O
RADIANT-4 i8%% Tdh 5. FEFFEH TdH % PFS O defliid, =0 A ZHTI110 4
A, 792 RBEET39 LN AABICTHEREEZ B2 OVF— FH: 048 [95%
CI: 0.35-067], P<000D)o 7 27— 7" Tid, HILEEIEOH 71y b (PFS el :
1317 A vs 54 A, »N¥F—FH 1056 [95% CI : 0.37-084]), = L CIHHBEEOY 71
I (PFS Higefli : 811 7 A vs 1.94 7 A, /"H¥— K 1 027[95% CI : 015-051]) dW§Fhilh
WTD, TANTY AABFORBEBAA BT 2@ %227z, RiRlBRos %21 T, 2016
4 8 HICIHALEE NET 128 L TR CTRIBUKE S L7z,
3. ANV NV UEE

TVEFMEETHLA ML T MY T U, 1980 480 & HLFNHEDE R 13 5 O Mg B E P HTAs
AFIE OPEFIRIES Y A TN T X 2 HATH 5. AFTIE, ENE T/ THRBRORHZ I
2014 4 9 HITAZR S N,

INFE THIET 5 NET ~OMBEREEREIAAF O R EZ G L7z 7 — & OKREBHE, HAL
BB MIERENET ANRE LD ORRE % o> T b, FEIA oM PER EELATA
ROMPEEMET L7225 7 F Y Y RTBWT, ZERRIGEEEIS IS (I /g
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Peptide receptor radionuclide therapy (PRRT)

B - SHEEEERD NET [ SSTR ZEBR(ICRIBELTWVWD T END, VY RNRIF U7 FOTCHEHSE
BNTTRZZR LR ZHAV S PRRT A BIR SN T =T, IRABTIBRAFEEDDIE NET Z0%RE Ul
EMERBRTZOERAUNRE SN (NETTERT 58) V. 72 LA F R LAR 30mg/BICT, 18
BEHITESNEREF/RIC 7Lu-DOTA-TATE [C &3 7.4 GBq D PRRT % 8 B & (5T 4 @FE(T
IBTI—E, ZTMUFFRLIARZ 60 Mg [CEERS T2 —FICT VI LB 3 EE
BEBEDS VS LAMEENEREBE THD. WREEDFT T SUFF R LARBDPFS 84 HBICHULT
Lu-DOTA-TATE B CIZ PFS (2 40 B EHESN, 77 U AF RLARICHU TN —Rib:
0.21 [0.129-0.338] (P<0.0001) EBHSHBREMENTEBAS NIz, =RFED 19% THEBEED 3%
EDEICERENRD SN (P=0.00043), FIBBERBEDEEREIER® % THY, REICH
ERRBICBVTHBREDE NIIFEAEHFSNBD DT,

FMNDEHESR D S DZHBFID I NETDIRE (R 1) T, FBOHRS TR - B LERADME
BT LT PRRT [FERREETHDABEMNREINTND Y, Lu-DOTA-TATE (£ 2018 1 B
(CHE - SHIEERADMESICN U T FDA CREBRBEERRRE) THEEIN, ENETS DAL RS
[CBBAsEENTLS Y,

REXILTIIENSE 1/ THEZBRNTONTSEY, B - REMFEIILTLWEBWL, SEBHE
WEEAE UTHRFEI NS,

#= 1 PRRT filEEMR

. HRIBEATE
7 Z 1| ;;t I’ =
[ERiE =5 B %23$ b Tlﬁﬂﬁ 48R9 (b s
(%) (%) _
& : B)

[°Y-DOTA", N .
Tyr®]-Octreotide Br-OR(EE 58 9 81 29 Valkema
['"Lu-DOTA", N ;
Tyr®]-Octreotate B -ORfEE 310 29 80 33 Kwekkeboom
["’Lu-DOTA", o §
Tyr*]-Octreotate e 133 25 NA 30 Brabander
["’Lu-DOTA", L o
Tyr®]-Octreotate e 68 60 NA 34 Ezziddin
1771\ 0
L LDOTA. iR 101 18 NA 40 Strosberg”

Tyr’]-Octreotate

NA : not available.

= 3ZHR
1) Strosberg JR, EI-Haddad G, Wolin E, et al. Phase 3 trial of ""Lu-dotatate for midgut neuroendocrine tumors.
N Engl ] Med. 2017; 376 (2): 125-135.
2) Kam BL, Teunissen JJ, Krenning EP, et al. Lutetium-labelled peptides for therapy of neuroendocrine tu-
mours. Eur ] Nucl Med Mol Imaging. 2012; 39 Suppl 1: S103-112.
3) Hicks RJ, Kwekkeboom DJ, Krenning E, et al; Antibes Consensus Conference participants. ENETS consen-
sus guidelines for the standards of care in neuroendocrine neoplasms: peptide receptor radionuclide therapy




COLUMN

with radiolabelled somatostatin analogues. Neuroendocrinology. 2017; 105 (3): 295-309.

4) Valkema R, Pauwels S, Kvols LK, et al. Survival and response after peptide receptor radionuclide therapy
with [®Y-DOTA®, Tyr’] octreotide in patients with advanced gastroenteropancreatic neuroendocrine tu-
mors. Semin Nucl Med. 2006; 36 (2): 147-156.

5) Kwekkeboom D], de Herder WW, Kam BL, et al. Treatment with the radiolabeled somatostatin analog
["Lu-DOTA", Tyr®] octreotate: toxicity, efficacy, and survival. ] Clin Oncol. 2008; 26 (13): 2124-2130.

6) Brabander T, van der Zwan WA, Teunissen JJM, et al. Long-term efficacy, survival, and safety of
["Lu-DOTA", Tyr’] octreotate in patients with gastroenteropancreatic and bronchial neuroendocrine tu-
mors. Clin Cancer Res. 2017; 23 (16): 4617-4624.

7) Ezziddin S, Attassi M, Yong-Hing CJ, et al. Predictors of long-term outcome in patients with well-differen-
tiated gastroenteropancreatic neuroendocrine tumors after peptide receptor radionuclide therapy with
"L u-octreotate. ] Nucl Med. 2014; 55 (2): 183-190.

131







MEN1/VHL

— Clinical Question - #32 - f#sH—

nEXANE.

ZIVEN W ESEE 1 8 (MEN1) @# 60%, von Hippel-Lindau % (VHL) ®#) 8~17% 12
B - WAL NET 2 403 %o —H, EBENET ® 4~10% 3T 512 MEN1 # A5 % (&
NET 12/5% % VHL OFEEIZOWTIET— 7 5 \v), £ O - L NET BEZE O R hHh
5 MEN1/VHL B#& % @Y 2 EZM L LT, 1) MENI/VHL TIZEFEB & 1382 5%
Wi el Blg e, sk S5 b, 2) MENL/VHL & Wi e L7241,
MENI T UIEI RIS FTHAR, VHL ThHIUIHES L ORI SR B e &, 13
POPFEREORINGZW, WHREFEEZH L Lo —XA T 0V A%479) LENFH S, 3) MEN],
VHL DWW HROAREEEREERETH ), DLV OBEZFOBMEZMET LI LITLD,
FREBWEN TRV X7 Db 5 MfEE Z BIEMBRIEFIREIC L > TiRE L, RZks
X ORIIREZ RIS T 5 (B A WVILEIE L TR WIS 0T 2 MK — 1 5 ¥ 2%
F#TE2%), ZEBFBIFOND, L2LENDS, T XTOE - LS NET BZicx LT
MENI1 % VHL % @HIZB W MEEIT ) L3RR TIEAR L, RO R WIERE % @Y
S 2LEPH %,

%3, MENI/VHL TIZNEC IO THTH L b, ZOETIEMGEE LT NET
HEHVL,



134 = 8858 MEN1/VHL

EDKSI3EE - JHEE NET T MEN1/VHL ZZE S5 NEN?
(PILIURL 18)

| cQ |
TREDIERIT MENT/VHL %569 = L # 3% 3 5,
%55 NET (FL— KB, &E%100%)
S&MEBE NET (FL—R B, SE%100%)
s HAMNY ) —< (JL—FEB, &EE100%)
CEEDA VA ) —< (FL—EB, aEE86%)
CEAIVY Y AMSEDOPESE (OL—R A, &EFE100%)
- MEN1 3 & OF VHL B#RER; OfFTE & BEE (FL— R A, &EFE100%)
- MEN1 B X O VHL BEES; ORI (FL—F A, &5 100%)

i - AL NET @9 5 MEN1I2EED b 01, DIETOBIE TIEM 10%% 55 358
HEAE o720, HRAANEHRIC L 2REORETIZ43% L WEShTwa Y, Zhidmg
BB RCRE OB RIS & > THREMICHEYE NET OBWEES M2 22 LEEL TV
WREVEA D B0 F 72 102 O NET (24547 ) MBI %247 o 72022 T, 618 (6%) & MENI
BIGT DL RIHEANY 7 Y FRFAESHTWSEY, LzdoT, ThEDH LRI
MEN1 BHD D 2 HE DK E M%7z 3 NET TR MENL 2 589 L2 5.

i - AL NET O # 80% 13 I NET Td 5 2%, MENIL % T3 NET 2 Wi 2
TA% BB OMRZ RO T2 2 e h 5, £JNET i MENL %k {56 ) B e 72 2, &b
R & b T W IEIN T3S & BIREVERT BUFSE O H5A121E MENL 2R3 5 Z & pEIE s b,

L5 NEN 12 /5% %5 MENL O #1413 042% K720, EMo AL NEN 3R I
MEN1 # 589 RE L3V 2 Vv, 7272 LA AN ) —=<D 16~25%1% MEN1 129 b DTH
DY I MENLOH A N =<3 Z DL BT TRBICRET A 2 s, FRIEEIR
FEOH AN ) —< TIIFFIC MENL 28 < B> TRRZ #ED 2L ENH D, T2, MENLIZ
B D - L NET ORR%EIIH60% TH 575, NIH OWETIZZD40%IEAA M) J —
CHESEIR TR L THY, 45% T2 NAE RSB TR X 0 3 BICHBLTwa 7,

A2 ) —=REH OB - WAL NET ICHEK L CHEICRIES 2 @M H 5%, T
OPE - ML NET © 9 5 20 A TORIEIL 1%REEZ HDLITBEL VO LY, KF
THFFE N2 MENL O 4 ¥ 21 ) — 3 TIXZWIREAE R O FLaRk D & 2 5E B 0 24% 75 20 5% A i
TBWENTEBN Y, BEREDAL v A1) ) —<Tld MEN1 2% < 78 S h 3 ¢ MENL %
BHIZBW RS S,

BEPRAYICIE MENT RIEEDHER S NG, —WEDOMEED AT MENL LBHi$ 22 L)t
s TwsrY, $72, MEN1® 9 %f@75% EREESH Y, S ICREEDIFAET
YW, 1272l —BTRERENDH L2 PDDOLTEBINTORVEALH Y, FKIRED



CQ1= 135

BENIEETH 2 LEDN D 5, BARMBEE EHFIRIR L AR, BENET EBER L, #
SELLWIHAZFRFALTWAHEDL LR L v,

VHLICHE L CTiE, A THWON TV 2B Wi ICESITIE, BENET 267 5 EH0Y
A, VHL ORBEIEAH S 2> Th W EBE OB R E AR RSR M FE S L < I3 Mg
EIEOHEIEDS RIS o T Wb Y, BENET BE4MKIC D 25 VHL BEOESICHET 5
WXV, HIR OB NET (247 AENT 24T 5 720198 Tl 1 B2 VHL o A5## R 51
WX TV R ABFEIN TS, TORERICH TS VHL BEEEOF IO W TIERR S
NTwiv, $72, VHLIZBWTIZENET OIE I BERERED 16~71% 120 5N 5
CEns, WEICNET & MR EL &0 26Tl VHL OWEEENE 2 Shbh, Zhic
DWW TR E 72 D142 B SO 1T 72 6 v,

MENL/VHL (Zf% 9 I NET O35 BA= I D Tid, #RE COLUMN B% £,

37

1) Tto T, Sasano H, Tanaka M, et al. Epidemiological study of gastroenteropancreatic neuroendocrine tumors in
Japan. J Gastroenterol. 2010; 45 (2): 234-243. (L~ JLIVD)

2) Oberg K, Eriksson B. Endocrine tumours of the pancreas. Best Pract Res Clin Gastroenterol. 2005; 19 (5):
753-781. (LAILV)

3) Plockinger U, Rindi G, Arnold R, et al; European Neuroendocrine Tumour Society. Guidelines for the diag-
nosis and treatment of neuroendocrine gastrointestinal tumours. A consensus statement on behalf of the
European Neuroendocrine Tumour Society (ENETS) . Neuroendocrinology. 2004; 80 (6): 394-424. (L~ JLI)

4) Tto T, Igarashi H, Nakamura K, et al; Epidemiological trends of pancreatic and gastrointestinal neuroendo-
crine tumors in Japan: a nationwide survey analysis. ] Gastroenterol. 2015; 50 (1): 58-64. (L~ JLIVb)

5) Scarpa A, Chang DK, Nones K, et al. Whole-genome landscape of pancreatic neuroendocrine tumours. Na-
ture. 2017; 543 (7643): 65-71. (L~NILIVD)

6) Sakurai A, Suzuki S, Kosugi S, et al; MEN Consortium of Japan. Multiple endocrine neoplasia type 1 in Ja-
pan: establishment and analysis of a multicentre database. Clin Endocrinol (Oxf) . 2012; 76 (4): 533-539. (L
~NJ)LNb)

7) Gibril F, Schumann M, Pace A, et al. Multiple endocrine neoplasia type 1 and Zollinger-Ellison syndrome: a
prospective study of 107 cases and comparison with 1009 cases from the literature. Medicine (Baltimore) .
2004; 83 (1): 43-83. (L~NJLIVa)

8) Trump D, Farren B, Wooding C, et al. Clinical studies of multiple endocrine neoplasia type 1 (MEN1) . QM.
1996; 89 (9): 653-669. (L ~NILIVb)

9) Sakurai A, Yamazaki M, Suzuki S, et al. Clinical features of insulinoma in patients with multiple endocrine
neoplasia type 1: analysis of the database of the MEN Consortium of Japan. Endocr J. 2012; 59 (10): 859-366.
(LRIVND)

10) Thakker RV, Newey PJ, Walls GV, et al. Clinical practice guidelines for multiple endocrine neoplasia type 1
(MEN1) . J Clin Endocrinol Metab. 2012; 97 (9): 2990-3011. (L~JLVI)

11) Goudet P, Murat A, Binquet C, et al. Risk factors and causes of death in MEN1 disease. A GTE (Groupe
d'Etude des Tumeurs Endocrines) cohort study among 758 patients. World J Surg. 2010; 34 (2): 249-255. (L
~NJ)LNb)

12) 74 ¥ - ey )V - Y Y FORORFERA & BWGRRIERONIZEIE . BRZHREE 712 - ey

Y FY (VHL) % 74 NI 4 . psbESFAE, p7, e, 2011 (LAILIV)




136 = 5% MEN1/VHL

B2 - SBEE NET BZBICH U THESIND
MEN1/VHL DR O U —_2 J1R&EI@H ? -
(ZIWIVUZXL18)

- MEN1/VHL & 12, FEBEEAHEIESND (JL—FA, SEFE100%),

- MEN1 T, JEZEMERIHRIRBE R TTERE DR (T V7' 3 YHIEIIE A v 29 & - Y ~ -
Mm%EA > % 7 » PTH OREEHE) Z2FEHid 5 (FU—FA S88F100%), 3512, TEREREL
(i 7w 7 7 F > - THAR MRD ZH OISR EOMEKR 2 #ED L (LKA &EFE100%),

- VHL TIZBEIRREASHH L CWaHE1E L, A7) —= 7k LTHREI L O
X7 (EREL, 8EE86%),

- MEN1/VHL ®# {522 HAE 122\ Tid MEN1/VHL CQ6 % S,

B

MEN1 @ 3 K% & ZORE B3R, BIFIRIGBIZEIC & 2 F5s kR IR e T (PHPT)
95% L b, WENALAE NET 60%, FREMAMES 50% TH Y, ZOMomEEE e LCrlE g
JE5E 20~30%, Ml NET 5% 7% £33 T 505" ?, PHPT ZIEBRIED Z L 9% Wiz, 7
VT I UIEME A VYT A - gD - A 25 7 F PTH ORIFEIIEIC LS A7) —=
YK ) PTHBE GWACEED B H VS AR ) L % #ERT 520, BN e
NET 2B L Ti&, A0k L7z SEMER RSB T HEE (SRR T 5 & AV ¥ 7 AMEIC L D 7
AP TRA VR OBWDBTE LSS LR ATHICE XM T A2LENH LY, TR
g Cla 775 =< RMERIVE Y (GH) AN A T RIS T 5 720, 1MLk
Fug s F R IGF-1 #ET 5. LMEKEEDSEDN S 41 75g OGTT T GH 4 A51E
WRE TR SN W & 2MERT 5 FEMRBMIES D AT 5720, TEMAREE MRI LB
BPRRAE B AT Y R B GRBEREYEAS <, B v) RN NET 2% ), s
ECT BL U MRI DB Mo—B & %2557,

VHL IZAE U2 FAWEB L OEoR BRI, PSR (I, B, Fi) omiss
Jf 60~80%, WEMELIMASNE 40~70%, WEH Y /8 28E 12~50%, B3N 60~80%, & 20~
50%, fEAllE 10~20%, BEFER 17~61%, WENET 8~17%Tdh 1V, L5l - HRICE
ETHRET S o BICHEIHI L TV ALENEL, A7) —= v Fike LTiisgEsh
b DD, KRR EE, SR E, BN - B, B OMILE OSSR O
PR 2 015250 RIS 3R T 5 MRI, M5 I T e IR - ATBR
KBRS AT - HOGIRIRIMAS 52, BPWA CIlEEEE US - &3 CT - Hibfi MRI 12 TRZ &R
59, BEMEETIE, mhAhFa—v7 I 5m GEW ERO 3HBUEEE7 LY
Y+ VT FLFY ¥ 2000 pg/mL PLE) RRERRA A 7 47 ) 240 R Cr B CTHiE L
T2AZ ATV, VAT UHFIEFE RO 3501 F 7213 500 ng/mg « Cr L L) o3
Mg, 24BHERICEIVRBATFI—VT7 IV QE® EBRO 25D ) B X ORA#HE A
& 37 Yo QEH FRO 350 E) 22T 5. MRI R PI-MIBG ¥ » F 75 7 1 ($Ji#



cQ2w= 137

DRAEZWANTH S,
MENI, VHL &%, MK EBEENZ +5121T7) TEHPEETH Y, EHEFHREDOFE
iz %42 (MEN1/VHL CQ6 %) %59,

m 3ZHk

1) Sakurai A, Suzuki S, Kosugi S, et al; MEN Consortium of Japan. Multiple endocrine neoplasia type 1 in Ja-
pan: establishment and analysis of a multicentre database. Clin Endocrinol (Oxf). 2012; 76 (4): 533-539. (L~
JLIVb)

2) Thakker RV, Newey PJ, Walls GV, et al; Endocrine Society. Clinical practice guidelines for multiple endo-
crine neoplasia type 1 (MEN1). J Clin Endocrinol Metab. 2012; 97 (9): 2990-3011. (L)L 1)

3) Manoharan J, Albers MB, Bartsch DK. The future: diagnostic and imaging advances in MEN1 therapeutic
approaches and management strategies. Endocr Relat Cancer. 2017; 24 (10): T209-T225. (L~JLVI)

4) AHRAN, SAEHE—, FiHEER. M. von Hippel-Lindau %%. FFAEEE. 2016; 73 (5): 821-828. (L ~AJLVI)

5) Varshney N, Kebede AA, Owusu-Dapaah H, et al. A Review of von Hippel-Lindau Syndrome. ] Kidney
Cancer VHL. 2017; 4 (3): 20-29. (L~JLI)

6) Binderup ML, Bisgaard ML, Harbud V, et al; Danish vHL Coordination Group. Von Hippel-Lindau disease
(VHL) . National clinical guideline for diagnosis and surveillance in Denmark. 3rd edition. Dan Med J. 2013;
60 (12): B4763. (L)L)

7) Takayanagi T, Mukasa A, Nakatomi H, et al. Development of database and genomic medicine for von Hip-
pel-Lindau disease in Japan. Neurol Med Chir (Tokyo) 2017; 57 (2): 59-65. (L/~JLI)

8) O'Brien FJ, Danapal M, Jairam S, et al. Manifestations of von Hippel Lindau syndrome: a retrospective na-
tional review. QJM. 2014; 107 (4): 291-296. (L~NJLIVb)

9) IIMF—HE, FEM, BETKER. 74~ - By ~b - ) ¥ ¥ (VHL) 9. BIEAE - REE 2017, 5 (1): 16-
21. (LAJLYI)

10) H AW W2 NEB MIlE o JEREHR A L SRR okl ZES W, BaiilE - s> 7))+ —<
B4 KT 4 2018 HNwaRE. 2018; 94 (Suppl): 1-90. (LAJLI)




138 = 5% MEN1/VHL

MEN1/VHL Z5E 3155 CHER SN S BEZRNAI TN ?

| cQ |

MEN1/VHL TI3Z 50/ 2PENET 249 2 &A% ), CT, MRI®DIF2 2 EUS, EUS-
FNA #1479 Z & DR x5 (JU—RB, 85£100%),

PEBEMENE - LA NET 25b N 5413 SAST 7 A AR S5 (JL—FB, &E%E100%),
VYRR F UV ZHBRY VF T T A DBERNTHLYLEDNH D (FL—ECI, 85£100%),

@ g
MEN1 @l - {164 NET O 58013, 1) £ %1%, 2) MEZ, 3) BEERAETH L,
MEN1 O - {H1t%E NET T d % WRREMESIE VA MY ) =< TH b, FAM) ) —<D
% F T IR T NESE & LTHREL, ZOEEAIWBIICIRAE L T B, —H T
PSR A T 5 2 2 b H B Y

- IHALE NET OEHTSIUED 9 2 CTIEM R REZRIIIFFICERETH 5, CT 2 MRI
LHEEL, NS 2BENET (23§ % EUS ORIEE ZENTEB Y >, MENL G O R 1EZ K
ChHERENL T,

FEREMERE - THILE NET O RTEZWNICIZRE B L CHRREO S SASI 7 X FBMERLTWY
B89 72721, MENL IR RS CEI RS R TEIE A L TV A, SAaL Yy
YU AMEIZ L > THA M) R4 YA YFWATLELTEY, B EEEZETSY, -
HALE NET OFHRICIITERBORIMITEE L ShLbh, MENL OFENET OEEEA 3cm %
WA B ENEBOBIEDN 23% @< D, I BE%EEELEOWELH LY, HERED
HIREBOMEISOWVTIE, US, CT, MRIAHW SR TWS Y, JE4E SRS DA HMEAVR &
nyc U‘é 7, 12)o

VHL A6 2 NET O3 & A L ZIERRENETH 2 7 I NET B3 2 0 (%
i, BEMiEZ E) 2B LTS, b LAIMEDOD 2IEFTEL {, BENET 0% %61
bBDO5NLYW, KIO VHL 4 FF 4 »Tid VHL BEORE NET L BERORA 7 ) —= ¥
TR ISEPHAT) DR SN T WD Y, WEBKES Y 7 11& CT 2 MRI A & h
Z) 16, 17)o

MENI1, VHL & 12, B Sn7z854, EUS-FNA X SRS (& NET OFf € iS4 H
THY, SRSITHMZIICLHEHTH 5o

= 3ZHR
1) #IERPE. MENL Bl & ih#. HFIRER. 2011; 63 (2): 285-291. (LAJLVID)
2) Niina Y, Fujimori N, Nakamura T, et al. The current strategy for managing pancreatic neuroendocrine tu-
mors in multiple endocrine neoplasia type 1. Gut Liver. 2012; 6 (3): 287-294. (L~XJLIVb)
3) MIHREE. MENLICBUT 5 NET oW & iE#. AL 2014; 35 (7): 663-668. (L~JLI)
4) Imamura M, Kanda M, Takahashi K, et al. Clinicopathological characteristics of duodenal microgastrinomas.



CQ3

World J Surg. 1992; 16 (4): 703-709; discussion 709-710. (L~JLIVb)

5) van Treijen MJC, van Beek D], van Leeuwaarde RS, et al. Diagnosing nonfunctional pancreatic NETs in
MENT: the evidence base. ] Endocr Soc. 2018; 2 (9): 1067-1088. (L'/NJLIVb)

6) Kann PH. Is endoscopic ultrasonography more sensitive than magnetic resonance imaging in detecting and
localizing pancreatic neuroendocrine tumors? Rev Endocr Metab Disord. 2018; 19 (2): 133-137. (LANJLIT)

7) NCCN Guidelines: Neuroendocrine tumors.
http://www.ncen.org/professionals/physician_gls/pdf/neuroendocrne.pdf (L~XJLI)

8) Imamura M, Takahashi K, Adachi H, et al. Usefulness of selective arterial secretin injection test for localiza-
tion of gastrinoma in the Zollinger-Ellison syndrome. Ann Surg. 1987; 205 (3): 230-239. (L)L 1I)

9) Imamura M, Nakamoto Y, Uose S, et al. Diagnosis of functioning pancreaticoduodenal neuroendocrine tu-
mors. ] Hepatobiliary Pancreat Sci. 2015; 22 (8): 602-609. (L)L VI)

10) Jensen RT. Management of the Zollinger-Ellison syndrome in patients with multiple endocrine neoplasia
type 1. J Intern Med. 1998; 243 (6): 477-488. (L~NJLIVD)

11) Gibril F, Venzon DJ, Ojeaburu JV, et al. Prospective study of the natural history of gastrinoma in patients
with MENT1: definition of an aggressive and a nonaggressive form. ] Clin Endocrinol Metab. 2001; 86 (11):
5282-5293. (L~ JLIVa)

12) Tto T, Jensen RT. Imaging in multiple endocrine neoplasia type 1: recent studies show enhanced sensitivi-
ties but increased controversies. Int ] Endocr Oncol. 2016; 3 (1): 53-66. (L~NJLIVb)

13) Lonser RR, Glenn GM, Walther M, et al. von Hippel-Lindau disease. Lancet. 2003; 361 (9374): 2059-2067. (L
~NJ)VVa)

14) Igarashi H, Ito T, Nishimori I, et al. Pancreatic involvement in Japanese patients with von Hippel-Lindau
disease: results of a nationwide survey. ] Gastroenterol. 2014; 49 (3): 511-516. (L~\JLIVa)

15) BUENRER, T£F NIRRT 4 U2 BEMEE SRENSBEEEB L7+ - by RV - Y U Ky
) DEREITIR & SHHELOMZE I YE M. 74> - o)L - ) ¥ By (VHL) JWZHBEA A FF 4 >~ 2017 4.
http://www.kochi-ms.ac.jp/~hs_urol/pdf/vhl_2017ver.pdf (L")

16) Keutgen XM, Hammel P, Choyke PL, et al. Evaluation and management of pancreatic lesions in patients
with von Hippel-Lindau disease. Nat Rev Clin Oncol. 2016; 13 (9): 537-549. (L/XJLVI)

17) Kitano M, Millo C, Rahbari R, et al. Comparison of 6-18F-fluoro-L-DOPA, 8F-2-deoxy-D-glucose, CT, and
MRI in patients with pancreatic neuroendocrine neoplasms with von Hippel-Lindau disease. Surgery. 2011;
150 (6): 1122-1128. (/L)

139




140 = 5% MEN1/VHL

MEN1/VHL [CHES R - JB{EE NET OFinEI SRS N M=

fan?
(ZILTURL 19, 20)

1. MENT [CHSR - JB{EE NET
- 2RO/ NET 3% L, FiO#EIG & MO 3l OB & RS X WA WERD
HEEZZEET LI EHERINS (JU—RA EFE100%),
- BEREVE NET (3/MHIEIR R S D (FL—F A, 8E%100%),
- FEREBETERE NET (3B 2 2 cm LL L TR A Z R 5 (FL—FB, &E%100%),
- WEGI BRI T RE 22 B Y BEARBE 2 A 3 2 M2 B3 % (FL—FB, a88%86%),
2. VHL[CHSE - JBIEE NET
C FKESE 2 cm VL EOER D57 v 7y 4 A (IR 500 HLF % H%e & LTIk
W2 IET S (FLU—KB, &EE100%),
- BREIBRAT U T RE 22 B D) AR RE 2 AT T 2NN A BT 5 (JL— KB, &8E%86%),

-
1. MENT [CHSEE - JB{EE NET
MEN1 O - 1L NET oS, 1) 38, 2) ARZ, 3) REEMFEEHOETER - 1§
LA NET ICHRTEWETH ), ZOBMEZE L CTMEE 2Rl 2 "™, etk
NET (25T, MY 2em ML EOBAESY, 2 cm Kili T b BIALEEASENE A Y1213
YkRZEET 5o BENET OZHHITIE, Bz @y s 2 LafEgsns?,
HA N 7 —< TR RINEHER 21T o 72 BE D R TR D 3~5% ThH 5 DITH L,
AR Z AT 0 72 BETIE 23~20% 1S E L 2 E ME STV B 2 &4 5", MENL © 4 %
) =< IR 2 SRR EAER S b Y. MENL B E 54 5 MR TENE - I L5
NET ®% {3+ 28HBICRAETIHAA M) ) —<Th Y, RisMrEHL MR IR 47
;) 4, 12)o
A YA —< TR 72 BRI S h e B,
Z OO NET TR S h s Y,
PERETE NET & JEBEREYE NET 2SHIRICAEAES 2 B O FALEIIZ Z N Z O EE 2O VT
I3 %0
2. VHLIIZHDR - JHIEE NET
VHL 1249 B NET FAli 0 @IS T EEICHE 2L Er’H 5, TOBEBE LT, £33
L l, BEEOBEIRETHL L, SHICEHEL LI L THEEE O FMALELE %5
TERENBTLNL Y,
AFED VHL H AP 2 B NET ORBBILCH L Tid, 6~12 % H Z L IZMEE Dynamic
CT I N TwaE Y, YBRBEISIZOWTIZ 2 20 FREF (DRAEEE2cm Mk, @
B ORI 500 HLLF) 225 FRao & 5 1 Hkr§ 5 2



CQ4 = 141

FHBHERF=0; 2~344E L OE#H Dynamic CT
- FRHET=1;6~12 4 HZ & DJEE Dynamic CT
- FHRET =2 YIRREIS
B, YIRS IR 5 ol o5 Hi EEOIEEL 28 cm®™, 30em® & LTWwWab,
BIZTFRBECOWTR VHL O v ¥ 3ERREPFMEISICOVTHHLERTDH
D P R R SO AT kD < Y A ZIEB DGR RE L %2 ) DD B B DS,
BURe UCORBRE R FE MR 2SR A & 75 T %,
BEGI BT SC I BB AT 2 25 AR & L, WREZR PR Y kA % A7 5 A2 Z BT 5 P
Blansfield &3 NET % &9 L7z VHL EF O FHRIER T L LT, ORKESED 3 cm
Dk, @QVHLOxT7 v Y 3IZEREHT S, QEGEEORMEEMAT500 HEY, %2877z,
ZDHb 1@5@&%2%’1?‘%#“%“@ FEMRIERE 2 RO vy, 2HHEEYPITIE 33%, 3HH
RMBITIE 67% \HBIERE A A SN ™ . AFEOPE NET 5 AIC BV CEMESE 2 cm B
ECHFER AT HIE ISR b,
VIR 2R % & 72 LRGN U CIdPiiEg3E, R, XFiEsEE s, £
DRI EEARGITHIEH & MR TH 5 (P} - EFEEE CQ2~6, 9 ),

w37k

1) Thakker RV, Newey PJ, Walls GV, et al; Endocrine Society. Clinical practice guidelines for multiple endo-
crine neoplasia type 1 (MEN1). J Clin Endocrinol Metab. 2012; 97 (2): 2990-3011. (L~)L 1)

2) Falconi M, Eriksson B, Kaltsas G, et al. ENETS consensus guidelines update for the management of patients
with functional pancreatic neuroendocrine tumors and non-functional pancreatic neuroendocrine tumors.
Neuroendocrinology. 2016; 103 (2): 153-171. (L~JLVI)

3) Shah MH, Goldner WS, Halfdanarson TR, et al. NCCN Guidelines Insights: neuroendocrine and adrenal tu-
mors, Version 2.2018. J Natl Compr Canc Netw. 2018; 16 (6): 693-702. (L/~XJLVI)

4) Imamura M, Komoto I, Ota S, et al. Biochemically curative surgery for gastrinoma in multiple endocrine
neoplasia type 1 patients. World J Gastroenterol. 2011; 17 (10): 1343-1353. (L~ JLIVa)

5) Partelli S, Tamburrino D, Lopez C, et al. Active surveillance versus surgery of nonfunctioning pancreatic
neuroendocrine neoplasms <2 cm in MENI patients. Neuroendocrinology. 2016; 103 (6): 779-786. (L/~XJLIVa)

6) Gibril F, Venzon D], Ojeaburu JV, et al. Prospective study of the natural history of gastrinoma in patients
with MENT1; Definition of an aggressive and a nonaggressive form. J Clin Endocrinol Metab. 2001; 86 (11) ;
5282-5293. (LI /NVa)

7) Pieterman CRC, de Laat JM, Twisk JWR, et al. Long-term natural course of small nonfunctional pancreatic
neuroendocrine tumors in MEN1-results from the Dutch MEN1 study group. J Clin Endocrinol Metab. 2017;
102 (10): 3795-3805. (L ~XJLIVa)

8) Donegan D, Singh Ospina N, Rodriguez-Gutierrez R, et al. Long-term outcomes in patients with multiple
endocrine neoplasia type 1 and pancreaticoduodenal neuroendocrine tumours. Clin Endocrinol (Oxf). 2017;
86 (2): 199-206. (L~NLIVa)

9) Albers MB, Manoharan J, Bollmann C, et al. Results of duodenopancreatic reoperations in multiple endo-
crine neoplasia type 1. World J Surg. 2019; 43 (2): 552-558. (L~XJLIVa)

10) Fraker DL, Norton JA, Alexander HR, et al. Surgery in Zollinger-Ellison syndrome alters the natural histo-
ry of gastrinoma. Ann Surg. 1994; 220 (23): 320-328, discussion 328-330. (L~\JLIVa)

11) Norton JA, Fraker DL, Alexander HR, et al. Surgery increases survival in patients with gastrinoma. Ann
Surg. 2006; 244 (3): 410-419. (L)L a)

12) Bartsch DK, Fendrich V, Langer P, et al. Outcome of duodenopancreatic resections in patients with multiple
endocrine neoplasia type 1. Ann Surg. 2005; 242 (6): 757-764; discussion 764-766. (L'~X)LIVa)

13) Tonelli F, Giudici F, Nesi G, et al. Operation for insulinomas in multiple endocrine neoplasia type 1: when
pancreatoduodenectomy is appropriate. Surgery. 2017; 161 (3): 727-734. (L~ JLIVa)

14) Vezzosi D, Cardot-Bauters C, Bouscaren N, et al. Long-term results of the surgical management of insulinoma



142

5% MENT/VHL

patients with MEN1: a Groupe d'etude des Tumeurs Endocrines (GTE) retrospective study. Eur J Endocrinol.
2015; 172 (3): 309-319. (L~ LN a)

15) Lopez CL, Albers MB, Bollmann C, et al. Minimally invasive versus open pancreatic surgery in patients
with multiple endocrine neoplasia type 1. World J Surg. 2016; 40 (7): 1729-1736. (L~XJLIVa)

16) Yamasaki I, Nishimori I, Ashida S, et al. Clinical characteristics of pancreatic neuroendocrine tumors in Jap-
anese patients with von Hippel-Lindau disease. Pancreas. 2006; 33 (4): 382-385. (L~\JLIVa)

17) Igarashi H, Ito T, Nishimori I, et al. Pancreatic involvement in Japanese patients with von Hippel-Lindau
disease; results of a nationwide survey. J Gastroenterol. 2014; 49 (3): 511-516. (L~ JLIVa)

18) Binderup ML, Bisgaard ML, Harbud V, et al; Danish vHL Coordination Group. Von Hippel-Linadu disease
(VHL). National clinical guideline for diagnosis and surveillance in Denmark. 3rd edition. Dan Med J. 2013;
60 (12): B4763. (LU VL)

19) Ganeshan D, Menias CO, Pickhardt PJ, et al. Tumors in von Hippel-Lindau Syndrome: From head to
toe-comprehensive state-of-the-art review. Radiographics. 2018; 38 (3): 849-866. (L~ JLIVa)

20) Keutgen XM, Hammel P, Choyke PL, et al. Evaluation and management of pancreatic lesions in patients
with von Hippel-Lindau disease. Nat Rev Clin Oncol. 2016; 13 (9): 537-549. (L~XJLVI)

21) SHENKES, RN WERTE 2 LT 28 EMRE SRUENGTWESREB L7 + > - by L - ) ¥ F7¥)
OFEBIIR L BHFEEALOWE I M. 74> - o)V - ) r ¥y (VHL) WBE A K54~ 2017 /).
http://www.kochi-ms.ac.jp/~hs_urol/pdf/vhl_2017ver.pdf (L)L)

22) Krauss T, Ferrara AM, Links TP, et al. Preventive medicine of von Hippel-Lindau disease-associated pan-
creatic neuroendocrine tumors. Endocr Relat Cancer. 2018; 25 (9): 783-793. (L~JLIVa)

23) Tirosh A, Sadowski SM, Linehan WM, et al. Association of VHL genotype with pancreatic neuroendocrine
tumor phenotype in patients with von Hippel-Lindau disease. JAMA Oncol. 2018; 4 (1): 124-126. (L~ JLIVa)

24) Tirosh A, El Lakis M, Green P, et al. In silico VHL gene mutation analysis and prognosis of pancreatic neu-
roendocrine tumors in von Hippel-Lindau disease. ] Clin Endocrinol Metab. 2018; 103 (4): 1631-1638. (L' ~\)b
NVa)

25) de Mestier L, Gaujoux S, Cros J, et al. Long-term prognosis of resected pancreatic neuroendocrine tumors
in von Hippel-Lindau disease is favorable and not influenced by small tumors left in place. Ann Surg. 2015;
262 (2): 384-388. (L~ JLIVa)

26) Blansfield JA, Choyke L, Morita SY, et al. Clinical, genetic and radiographic analysis of 108 patients with
von Hippel-Lindau disease (VHL) manifested by pancreatic neuroendocrine neoplasms (PNETSs) . Surgery
2007; 142; 814-818: discussion 818.e1-2. (L/JLIVa)

27) Tto T, Sasano H, Tanaka M, et al. Epidemiological study of gastroentero-pancreatic neuroendocrine tumors
in Japan. J Gastroenterol. 2010; 45 (2): 234-243. (L~ JLIVa)



CQ5

MEN1/VHL DFz - JH{EE NET [CHREIN DB E3aH ?
(ZIWLIU XL 19, 20)
# =
MEN1JEBNZ BV TIEA R LB TETLICHEE, CT $7213 MRIIC & 2 M7, Hit
" NET # @I BWRVE VHllERHER IS (JL—RC1, 88E86%),
VHL 122w Tix MEN1/VHL CQ4 % 2R,

e

MENT (248t L 72 - 41L% NET oK A Y — FiZ 01~13mm/ FELBIETH Y ™, 4
2 lem RiOEE CIHIZLALHMALAVEVIMEDLH 2%, PLESS MENL O JEkie:
JE - AL NET 1213 1 4E 2 L OBFSMATIC & 2 8Bl s h b,

FEEEVEIE S OB HSSE # SHHICB &, FE 1 MO NIRRT (T A MY >, ZERA VA
) v, ZEHEREINEE) AHER S D,

VHL 22w Cld MEN1/VHL CQ4 % %,

= 3R

1) Pieterman CRC, de Laat JM, Twisk JWR, et al. Long-term natural course of small nonfunctional pancreatic
neuroendocrine tumors in MEN1-results from the Dutch MEN1 Study Group. J Clin Endocrinol Metab.
2017; 102 (10): 3795-3805. (L ~NILIVD)

2) Kappelle WF, Valk GD, Leenders M, et al. Growth rate of small pancreatic neuroendocrine tumors in multi-
ple endocrine neoplasia type 1: results from an endoscopic ultrasound based cohort study. Endoscopy. 2017;
49 (1): 27-34. (L~JLIVb)

3) D'Souza SL, Elmunzer BJ, Scheiman JM. Long-term follow-up of asymptomatic pancreatic neuroendocrine
tumors in multiple endocrine neoplasia type I syndrome. J Clin Gastroenterol. 2014; 48 (5): 458-461. (L)L
Nb)

143




144

5% MENT/VHL

MEN1/VHL DECHINEEIHRENSH ?
(PIWTURL 18)

DFIORTERGED L RRERZ 46T 5 BH I LTk, BEFORELET S &8
HIEINB (FL—KB, SEE100%),

MENI AR5 A

- BHRIRBERETCEAE D L <\ T RARIES 0 & 5F

- B - §{bEE NET 0%5

cHANY ==, R TIREBAIEEI SR LA
CEETIIEL A YA ) —<

- MEN1 3 L < i3 MEN1 B35 28 O K i

VHL & {xeARIRRAE
- MM NE, PRCHRIM AT SEE, BN, Al IR, A R RRNUE, W
U gz Eoahf

- VHL % L <& VHL BJ#HZ ORIk

3

RG24 50597 MEN1 & L <13 VHLIEBIOB &1L, ZSHZEE S8 57200
RIS T LD LETIE RV, LAL, KRNOIERIES ZFIEMICHHIT 5 72001
WEHD7-01203, FIEEOBEEHIOREDNLEE 25" s —J7, BHEKZ MENL & 5\ id
VHL OB M EZ 72 S 2 0HATYS, #AMY /=< (25%I1& MENL X %), £5%MH -
HALE NET, H3EME - AL NET, #4M% QO T) 41 v X))/ —< 7% £iX MEN1
BV OBESIED (S5 TSN JEAERETEEE NET T3 VHL 2589 ilL: L TEETH
DT REEBKIO 2D MENI b L <13 VHL OBEFMAZITD 2 RS 5S,

RN T Y PAEE L TV ARRICBWTIE, S OBIZFIBRAE M RS 5,
COYE, BB OWKN) T 2 OWEWBAURTH Y, MG O EARF AT I Y 3%
BN 7 2 N OFMEDO AR ERET 5o HN) T ¥ b EAT SIS LTI, BERED
R RIS O =R, TV AR FEWR T 5, ZREAGLZVEER, -4 F7 2
BAREE 2551,

MENI OEABFMAIL, 610 7 I/ 8EH 5 7% 5 menin B % 2 — F§ 5 05AMHEET
MENI ®x.27 >V » 2~10 % PCR THIRL, WP — 7 TV AETHRD ., BERBRIDIEIKIE
JEDH BHIT 0%, FHEDHRWFITIER50%THHY: X512 MLPA ik DR - B
B2 2 5 L HERIE 1~4% 10 L3 5%, VHL O#EFMARE, 213 5 5\ id 160
TI/Eho%5 VHLEH%Z I — FT 5 0°AMH#@IE T VHL Ox2 Y >~ 1~3 % PCR TH



cQé = 7145

L, Y — 7 LY ABTHND, ZOHECE BN T > MR 75% T 275,
MLPA % & DK% - TR A N2 B & BRI 84% 12 55 2,

m 3ZHk

1) Thakker RV, Newey PJ, Walls GV, et al; Endocrine Society. Clinical practice guidelines for multiple endo-
crine neoplasia type 1 (MEN1). J Clin Endocrinol Metab. 2012; 97 (9): 2990-3011. (L/~XJL V1)

2) Tham E, Grandell U, Lindgren E, et al. Clinical testing for mutations in the MENI gene in Sweden: a report
on 200 unrelated cases. ] Clin Endocrinol Metab. 2007; 92 (9): 3389-3395. (L~XJLIVb)

3) Cardinal JW, Bergman L, Hayward N, et al. A report of a national mutation testing service for the MENI
gene: clinical presentations and implications for mutation testing. ] Med Genet. 2005; 42 (1): 69-74. (L)L
Vb)

4) Kihara M, Miyauchi A, Ito Y, et al. MENI gene analysis in patients with primary hyperparathyroidism: 10-
year experience of a single institution for thyroid and parathyroid care in Japan. Endocr J. 2009; 56 (5): 649-
656. (L~NJLIVD)

5) Lonser RR, Glenn GM, Walther M, et al. von Hippel-Lindau disease. Lancet. 2003; 361 (9374): 2059-2067. (L
~NJLb)

6) Blansfield JA, Choyke L, Morita SY, et al. Clinical, genetic and radiographic analysis of 108 patients with
von Hippel-Lindau disease (VHL) manifested by pancreatic neuroendocrine neoplasms (PNETSs). Surgery.
2007; 142 (6): 814-818. (L~XJLIVb)

7) Hough DM, Stephens DH, Johnson CD, et al. Pancreatic lesions in von Hippel-Lindau disease: prevalence,
clinical significance, and CT findings. AJR Am ] Roentgenol. 1994; 162 (5): 1091-1094. (L ~XJLIVb)

8) Sakurai A, Suzuki S, Kosugi S, et al; MEN Consortium of Japan. Multiple endocrine neoplasia type 1 in Ja-
pan: establishment and analysis of a multicentre database. Clin Endocrinol (Oxf). 2012; 76 (4): 533-539. (L~
JLNb)

9) Goudet P, Murat A, Binquet C, et al. Risk factors and causes of death in MEN1 disease. A GTE (Groupe
d'Etude des Tumeurs Endocrines) cohort study among 758 patients. World J Surg. 2010; 34 (2): 249-255. (L
~NILNVb)

10) BAENRER, T2 8 NG 4 U5 BEMRE SRENSBEEEB L7+ v - by RV - Y U Ry
) OEBICIR L BHFEHELONIE I . 74> - ey - Y U K (VHL) BB A ¥ 514 > 2017 4£RR.
http://www.kochi-ms.ac.jp/~hs_urol/pdf/vhl_2017ver.pdf (L")

11) Owens M, Ellard S, Vaidya B. Analysis of gross deletions in the MENI gene in patients with multiple endo-
crine neoplasia type 1. Clin Endocrinol (Oxf). 2008; 68 (3): 350-354. (L~JLIVb)

12) Hattori K, Teranishi J, Stolle C, et al. Detection of germline deletions using real-time quantitative poly-

merase chain reaction in Japanese patients with von Hippel-Lindau disease. Cancer Sci. 2006; 97 (5): 400-
405. (L~JLIVD)



146 = 5% MEN1/VHL

f& < JB{EE NET (& MEN1/VHL OF&EFH?

- MEN1 O # KT 130 - 108 NET L WEEE Th B (FU—KB, S8EE100%),
- VHL O F#RERTFIIEETH S (FL—EB, SEE100%),

@ g
MEN1 252 BT BIETSEMK T O — NI, 28046, FIEEEAS 046, HaliiEEE A
464, FEHEREVENESIAS343, A LMY ) —=<H3189, GVS(F AT/ —=, VIPH—=<, V
RMNRAFF ) —) 429 THY, LAY ) —=, TEREEE, SEHEE BITEEITH
HTETRARVEWV) W2 H 557, 2017 SEOHEY Tid, MENL 0 287 fEfH 199 61 217
B FHRBNET REL T, BEHEFESem D EZSUHARNGEERY T2 8FD
BT 14% P51 TR L Tz, KESOHRYRAEIE 24 cm T, FERERETEIES; 2
4%, HA R 2 —==<Hh33%, £ A ) —<h21%% ED T\, HERIEEEE T TR
BT, BEROBRYEIZEN 6% T2 LA LT, 2018 0L <1k, MEN1IZHES 2cm
Aimi DIERERETE NET @ 45 AH 44 N1Z# 11 F OGBS CAE MR S 7z, 28 Al stable
T 16 NMZIEH OB KL HB oMM E B0, 7TADPWREZEL, | ADPEBHZILT L. 7,
IO Ti&, MENL IZPE ) JEBEREMEIERE ORI K13 1 4512 04 mm TH 2%, 1.6 mm TH
ZBHTIN=THHEAET B L LTwD, filit NET O 1L MENL © 37% &K\ 2710
AT 25% EARTH Y, FIERAEE (N — NI 14, P=003), MEEE O — R :
15, P=004), 8 (\F— NI 116, P=004) 23 FHARIERTTH 5 MENL ® 5%I2
S5 NET 23565ET 525, poorly THRIFHWEEGFRICER L Ad o720 HELH L7,
VHL &, W, HoE B, B, B RIERS X OWE RRL SICES IR A RET %0
FEREAEHG L 25~40 K TH D, 65 M THDIREFIL 0% L LT, REGHFEOWE 50 LRI
T5, VHLORKOFHERTIE3cm YL LOBFEMIETH D, SAFFEONY— i 9.87,
P=0035TH %Y, 72751, WM EAILNE ICB VT VHL BIE T OERIE, N — N
079, P=0.12 T3 L b EAEHERITEEL 2\wYs VHL I2PE) B NET 358533 5 B T3,
OEHFE3ecm LET, @27y v 30ERNBHY, ORMEEMAS337 HT, —hiEBoikn
HORMEFHIZR 7ETH 2. 207z, FHE TRERAZVEERISH LTI 0 2 HH
YL b &7z 2 Faio#s, 1 HE 22381 6~12 7 HZ L2 CT/MRL, 37-XCli
72E VA 2~3ET L DY — L TR ELTWVA,

37

1) Goudet P, Murat A, Binquet C, et al. Risk factors and causes of death in MENI1 disease. A GTE (Groupe
d'Etude des Tumeurs Endocrines) cohort study among 758 patients. World ] Surg. 2010; 34: 249-255. (L~
JLVa)



cQ7

2) Qiu W, Christakis I, Stewart AA, et al. Is estrogen exposure a protective factor for pancreatic neuroendo-

crine tumours in female patients with multiple endocrine neoplasia syndrome type 1? Clin Endocrinol (Oxf).
2017; 86 (6): 791-797. (L~XJLIVa)

3) Donegan D, Singh Ospina N, Rodriguez-Gutierrez R, et al. Long-term outcomes in patients with multiple
endocrine neoplasia type 1 and pancreaticoduodenal neuroendocrine tumours. Clin Endocrinol (Oxf) . 2017;
86 (2): 199-206. (L~JLIVa)

4) Triponez F, Sadowski SM, Pattou F, et al. Long-term follow-up of MEN1 patients who do not have initial
surgery for small <2 cm nonfunctioning pancreatic neuroendocrine tumors, an AFCE and GTE study: Asso-
ciation Francophone de Chirurgie Endocrinienne & Groupe d'Etude des Tumeurs Endocrines. Ann Surg.
2018; 268 (1): 158-164. (L~NLIVa)

5) Pieterman CRC, de Laat JM, Twisk JWR, et al. Long-term natural course of small nonfunctional pancreatic
neuroendocrine tumors in MENI1-results from the Dutch MEN1 Study Group. J Clin Endocrinol Metab.
2017; 102 (10): 3795-3805. (L~ LIV a)

6) Ye L, Wang W, Ospina NS, et al. Clinical features and prognosis of thymic neuroendocrine tumours associat-
ed with multiple endocrine neoplasia type 1: A single-centre study, systematic review and meta-analysis.
Clin Endocrinol (Oxf). 2017; 87 (6): 706-716. (L ~XJLIVa)

7) Lecomte P, Binquet C, Le Bras M, et al. Histologically proven bronchial neuroendocrine tumors in MEN1: a
GTE 51-case cohort study. World J Surg. 2018; 42 (1): 143-152. (L~JLIVa)

8) Kwon T, Jeong IG, Pak S, et al. Renal tumor size is an independent prognostic factor for overall survival in
von Hippel-Lindau disease. ] Cancer Res Clin Oncol. 2014; 140 (7): 1171-1177. (L~ JLIVa)

9) Kim HS, Kim JH, Jang HJ, et al. Clinicopathologic significance of VHL gene alteration in clear—cell renal cell
carcinoma: an updated meta-analysis and review. Int J Mol Sci. 2018; 19 (9). pii: E2529. (L~XJLIVa)

10) Blansfield JA, Choyke L, Morita SY, et al. Clinical, genetic and radiographic analysis of 108 patients with
von Hippel-Lindau disease (VHL) manifested by pancreatic neuroendocrine neoplasms (PNETSs). Surgery.
2007; 142 (6): 814-818; discussion 818.el1-2. (L~XJLIVa)

147




148 = 5% MEN1/VHL

COLUMN

) MEN1/VHL BSiEfER D;aBEDBEIERIC DOV T

#ED MEN1/VHL BEBRZE T 985 (CH T2 ELDREDBERFLIRMLE, ZTNETNDOEE
DWRICIH U THETS 2MEN G, HERBIRIBLIRT FETERL,

MEN1 T - HLE NET ONEHERZZET 3150, BIPRBEETTEEDGHI BN, R
A& U CEIBRROFMZEICTD. BHILYDAMFEDRIENEEEBERICSVTCERLEZ 5N 5,
UNU, BIRIREEETTEENRE T, B - BB NET OBENR2D'N2I5E (HEEEEEIC L2
RIERDBEDSEPRIELR L) ([CF, BELEREDSRENBESIND. TEFERCRERNAE
BZEET DI EBFDRNN, B - BEENET CREZRELOE RN, TEFBSDIBKRICK
ZIRFES P IER T EAKEDEENRH SNB5E (ACTH DMA2IC L2 EIBREHKETEN S
BHEIRE) [CFTEADBEZERTI DNENSD D, MR NET [FBMEEDNTLICH, RETNMNGE
BEOBEEFSV. BBERERESIEEIEELETHY, EERORBHEREZHATID AL
EFXBTENEV, Ko, FEPEEDSHERRZTH LS AT, BHREDOERBFMHOERT .

VHL CRFMZZRUIIBE(ICE ITHEMIREOEEZRIE L, RELCLRBEICFEITHEEH
FEEICH T 2 FMZELT D, PRBRRMETE L BEMREMNDRENFINEN LR DBE(E
TcPMAEZEE)C K 2 MEFEDHRA PSR B MOERZLOET 21h, REDOFMZERLT 2D
MNEZHEZEZXS5ND. VHLICHSEENET FRZHD IS TRIBLERTHD T ENLLD,
REDFMCEE L TBBRZTDRINERSBLKRRFFLEALBRNEZEZ 5N D,

B« SH{EEE NET RBEEZICHIT I RS URE

MENT ¥ VHL Tl&, FRiHEEOBTGEZNHREICK > THRHN/VNU 7Y b RESNNE, [MgEDH
EFNECFIRRENTREE R, RW/NUFP Y hEET2MEE(CH UL TIE, NET OFEEFANST—
NASYAZRIET D ETC, MEDRBHRE, BHEEICDORFD I ENTIEEICK S,

MEN1T [EDWTIE, A VRAU /—=XIZDVTIE5®mNS, ARKI /—=ICDVTIFE 20 5D
HE2HT—RNASUR%, [FHDEE - HEEE NET [CDWVTIE 10 UATN S 1~3 £ EOEES
BEAEZRENMMEINTND Y, R UIREREBDY — A SUAEBNE LI OES
SZVAPERURTF ROAEFEATHREBERAEBFZ>TVRY,. —75, BECEBZEHRIET S
CEN B> THEERENFLE T DUREEFBO TRV END, U—RASURABEE 16 RET
ESETHLVETBIHRIDHD Y,

VHL T3 NET &HOREDDMESFF 12 5% T, 16 MOWSHIN R T & ZRHIS, 15 KA
SEBERE MR BfliRgsE | £CECREICRERITD CEMERINTVD Y, R ERIRE
[FEAN(CFRBEREMNETIEFEVD, BENET [CX Y 3 ZBERRIFICEIFICEHEN TIEE T D,

BIGERBEDEEICH=>T

BHAEZR(ICKLD [EEICHITDBLANGE - SMICBEET A R3] TlF, BRICHEELTL
DBEENRE UTBCEHREDSRMEICER LTI, MREROBYIREHHICZDERPENDHEA
T3CEICNAT, BREINBENCEDIR, BLUBREERNMEECHERSZ SUREEN T D
CEEICDVTHEHRRAL, BBRENZNSEZTDICEBRE U LTREEZSZ(IDHZ(ITBULNICDNT
AADBENICEBRETCEDLDICTIETDINEN DD, TOIRHBETEDRICIE, ERICELD
BRZRF2DCENMHERIND, CNSBLENRBEDEFIDHBELER - TH (RAILSIFD 1Y
T#—AR -tV KEREEBFICSIFTS2AMVTx—LR -7tV OERIE, RAELTE
BEHTS. e, BEIGUTEHEMARICKDBETHD VY VI PEEREDCHDTEEZ(TS
NBDLSICEHEEBID] £V, HRBEREOERIEERNICIETEETHD. MEICK > TRHRH/NU 7
VR BEESNIERSGICIE, AADZHINTEET D& EBICMBEEDORENSGPIRENTAES &
%, BMBETHRNW/NY 7Y P REESNBWVESTH MENT ¥ VHL AABESN D EFBRSHENT &(C



COLUMN = 749

(FEFRNDMMETH D, /o, BEFMEVNIEEANED/NU > b (variant of unknown significance ;
VUS) MEIESNZ CEBH Y, COBEDRRIGBLDEZEFIRDHHZMS T ENEE UL,

MENT %> VHL ZFIE U TORVIMGE [T 3 S FERIECFWAREF, BRIICEIRETAY V&
UV I AT OICBICRIET DUENH D, FICKMESICHT DRARMARE(CHc>TIE, AAICK
DO THRBEDEREAET D EDTEDIUBICHIEDREBEEFDIUNENG DN, ZDHEETHHEIR
EDOEBFEE(CINUIEFHAZITV, AADTR (A2 T4—LR - PEVN) Z825E7FRIET S,

m 3ZHk

1) Thakker RV, Newey PJ, Walls GV, et al. Clinical practice guidelines for multiple endocrine neoplasia type 1
(MENT1). J Clin Endocrinol Metab. 2012; 97 (9): 2990-3011.

2) NCCN Guidelines: Neuroendocrine tumors.
https://www.nccn.org/professionals/physician_gls/pdf/neuroendocrine.pdf

3) Manoharan J, Raue F, Lopez CL, et al. Is routine screening of young asymptomatic MEN1 patients neces-
sary? World J Surg. 2017; 41 (8): 2026-2032.

4) BUENKER, 2N WEEEZEL 28RS SRUENSBESEEB L7+ v -y YV kY
) DHERENIR & SRR PE M. 74> - koL - Y Y Ry (VHL) WIS A 54 > 2017 4ERL.
http://www.kochi-ms.ac.jp/ hs_urol/pdf/vhl_2017ver.pdf







MAMRFRTL

BRTFT—IN—X  PubMed, EH:E Web

IRRER 2011-2018 £
558 =, B4E
RRE 2018 F 11 B28HEE1&, $£2&, $555), 29HEE3 &, £45)

1= W

[ CQ1-1 A4 VRV /= ZRSERZIAD, RICHESNZBRERDH ?
[PubMed]

#1 "Insulinoma/diagnosis" [Mesh]

#2 "Insulinoma"[Mesh] AND ("Diagnosis' [Mesh] OR "Hypoglycemia'[Mesh] OR "Nesidioblastosis" [Mesh]
OR "C-Reactive Protein" [Mesh])

#3 Insulinoma® [TI] AND (hypoglycemia* [TIAB] OR diagnos* [TIAB] OR nesidioblastosis* [TTAB] OR
CRP suppression test* [TTAB] OR fasting test* [TIAB] OR symptom* [TIAB] OR sign [TIAB] OR
signs [TIAB])

#4 #1 OR #2 OR #3

mby M 134
[EEhsE Web]

#1 A A =< &W/THor (£ A"/ —=</TH and (ZWi/TH or {KMi#5iE/TH or FEEMIUAE/TH
or "C-Reactive Protein"/TH))

#2 (4 A J—=</TI or Insulinoma/TI or 4 ¥ A ) ¥4 EREE B FLEE/TT or ~N— % MFLES:/TI or
N— FHRE/TIor 4 >3 21) /) —=</Tlor 4 ¥ A1) V5wt EMINE/TI) and (BBW/TA or A/
TA or fRIfLHE/TA or #EIK/TA or fEfE/TA)

#3 #lor #2

mboy M 1191

[ CQ1-2 ARBMYU/—IZRESERBAD, RICHBSNZRERITH ?
[PubMed]
#1 "Gastrinoma/diagnosis' [Mesh] OR "Zollinger-Ellison Syndrome/diagnosis" [Mesh]
#2  ("Gastrinoma" [Mesh] OR "Zollinger-Ellison Syndrome" [Mesh]) AND "Diagnosis" [Mesh]
#3  (gastrinoma® [TI] OR Zollinger-Ellison syndrome* [TI]) AND (gastric acid hypersecretion* [TIAB] OR
hypergastrinemia* [TIAB] OR secretin provocative test* [TIAB] OR calcium provocative test* [TIAB]
OR diagnosis [TIAB] OR (pH monitoring® [TIAB] AND gastric juice’ [TIAB]) OR symptom* [TIAB]
OR sign [TIAB] OR signs [TIAB])
#4 #1 OR #2 OR #3
mby M 3B MG
[EEdhEE Web]
#1 HANY =< BWi/THor (A M)/ —</TH and (ZWi/TH or MRIMHERE/TH or IEEMLEE/TH
or "C-Reactive Protein"/TH))
#2  Zollinger-Ellison fEf&#E : & Wi/TH or (Zollinger-Ellison JEM%#:/TH and (ZWi/TH or &4 A M) V[
E/TH or FARW #V > 7 ABhF M EITEIRER M2/ TH) )
#3 (FA M)/ —</TIor Gastrinoma/TI or A ) ¥ EANES;/T1 or G MIEME/TI or HEHTEHMEEMIL
&%/ TT or B TERVERE BHIIEE/TT or Zollinger-Ellison FEMEHE/TL or V') ¥ ¥ % — - )V VIEMERE/
Tlor V=1 Y= -2V MEGEH/TLor V=) ¥ H— - L)V MEGEH/TLor V) vV x— - LY
VEBERE/TLor V= vV v — - )V JEFERE/TLor V=Y vV v —X) Y JHEMGEEE/TI or V'Y
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Y v —x) Y VEERE/TI) and (ZWi/TA or ¥4 /TA or WA A MY YIfiE/TA or fEIK/TA or %
%/TA or £ 27 LT Y EfikBR/TA or 7V 2 A%RER/TA or (B pH/TA and E=%1) »7/TA))
#4 #1 or #2 or #3
sty M 631

CQ1-3 JAD/—IZERSERZAD, RICHESNZBREFOH ?
[PubMed]
#1 "Glucagonoma/diagnosis' [Mesh]
#2 "Glucagonoma" [Mesh] AND ("Diagnosis’ [Mesh] OR "Glucagon" [Mesh] OR "Necrolytic Migratory Ery-
thema" [Mesh])
#3  (glucagonoma* [TIAB] OR alpha-Cell Tumor* [TIAB] OR alpha-Cell Adenoma* [TIAB]) AND (diag-
nos* [TIAB] OR detect* [TTAB] OR symptom* [TIAB] OR sign [TIAB] OR signs [TIAB] OR gluca-

gon* [TIAB] OR hyperglucagonemia* [TIAB] OR necrotic migratory erythema* [TIAB] OR labolatory
data® [TIAB])

#4 #1 OR #2 OR #3
mby MR 59 7
[EEdhEE Web]
#1 ZVvh I/ —< . BW/TH
#2 7 WVvh I/ —=</TH and (ZWi/TH or Glucagon/TH or #LBE - #E5E Mz /TH or (K M%E/TH or
T/ TH)
#3 (I WVWh T/ —</TA or 7 )vh I VAR /TA or AfNEIE/TA or 7V 7 7 MlIES;/TA or 7V
7 7 MiaiE/TA) and (EBWi/TA or ¥4 /TA or Glucagon/TA or fEIR/TA or fEBE/TA or 7V I
v /TA or ZICRIFEMEBEEVERLBE/TA or BEIEIE#EEMEALTE/TA or HICRFHEREIEALEE/ TA or 5T
g e R EALEE/ TA or RIGIERREZIN 95/ TA or #EEMIEIEVEALIE/ TA)
#4 #1or #2 or #3
mey M 324

CQ1-4 VIPEEERE (VIP 4 —7) ZRESERRAD, RICHESNZKREIOH ?
[PubMed]

#1 "Vipoma/diagnosis' [Mesh]

#2 "Vipoma'[Mesh] AND ("Diagnosis' [Mesh] OR "Hypokalemia" [Mesh] OR "Acidosis" [Mesh])

#3  (VIPoma* [TIAB] OR osmotic diarrhea* [TIAB] OR stool osmotic gap* [TIAB] OR Diarrheogenic Tu-
mor* [TIAB] OR Vasoactive Intestinal Peptide Producing Tumor* [TIAB] OR VIP Secreting Tumor*
[TIAB] OR Diarrheogenic Islet Cell Tumor* [TIAB] OR Pancreatic Cholera* [TIAB] OR Watery Diar-
rhea* [TIAB] OR WDHA Syndrome* [TIAB] OR Verner Morrison Syndrome* [TIAB]) AND (diagnos*
[TIAB] OR detect* [TTAB] OR symptom* [TIAB] OR sign [TIAB] OR signs [TTAB] OR hypokalemia*
[TIAB] OR hypochloremia* [TIAB] OR metabolic acidos* [TIAB] OR secretory diarrhea*[ TIAB])

#4 #1 OR #2 OR #3

mb oy M 661
[t Web]

#1 VIPoma : #f/TH

#2 VIPoma/TH and (Wi/TH or &4 V) 7 &llifE/TH or 73 F—3 A/TH or &IEFHKIMAE/TH or TH#1/
TH)

#3  (VIPoma/TA or WDHA/TA or WDHH/TA or ¥R —~/TA or VIP 4 /TA or Verner-Morrison i
fERE/TA or N—F— « FY YV VEEEE/TA or )V —-FY YV VEEER/TA or THIFEMEES/TA or
TFHRIEESEMES/TA or AR FIARA V) 7 A MUAENE B BRIEGERE/TA or AKERME FIREREEE/TA or AKEREL
1) v ZAEERGERERE/TA or 87 U 7 AMET VA0 — 3 ZKBEMETHI/TA or L 5 /TA) and (GBWi/
TA or MA/TA or & 7 AlMIE/TA or FEIR/TA or fEfE/TA or fXHMET > F— A/TA or &~
T —)UIfiliE/TA or 73 T/ TA or {3 e/ TA)

#4 #1lor #2or #3

#5 #4 and (DT = 2011 : 2018)
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mby MR 131

CQ1-5 YIYBMRIF/—IZEESEREIAD, RICHEBSINZHRERM@H ?
[PubMed]

#1 "Somatostatinoma/diagnosis' [Mesh] OR "Somatostatinoma/pathology" [Mesh]

#2 "Glucagonoma" [Mesh] AND ("Diagnosis" [Mesh] OR "Abdominal Pain" [Mesh] OR "Weight Loss"
[Mesh] OR "Cholelithiasis" [Mesh] OR "Steatorrhea" [Mesh] OR "Diabetes Mellitus" [Mesh])

#3 (somatostatinoma® [TTAB] OR somatostatin-producing neuroendocrine tumor* [TIAB]) AND (diagnos*
[TIAB] OR detect* [TTIAB] OR symptom®* [TIAB] OR sign [TIAB] OR signs [TIAB] OR labolatory
data* [TIAB] OR abdominal pain* [TIAB] OR weight loss* [TIAB] OR gallstone* [TIAB] OR cholelithi-
asis* [TIAB] OR steatorrhea* [TIAB] OR diabetes mellitus* [TIAB])

#4 #1 OR #2 OR #3

mey M 351
[EEchsE Web]

#1 YXMAYF /=< FWi/THor VX MA¥ T/ —~ ; i{¥E¥/TH

#2 VYV~ bMA¥F/—~</TH and (FBWi/TH or W/ TH or K& /TH or IEAHE/TH or FalifE/TH or
P PR %/ TH)

#3 (VX MRYF I/ —</TA or V< NAY F v EAMBENGILEE/TA) and (FZH/TA or ¥4 /TA or
g3/ TA or JEIR/TA or JiEfE/TA or KERA/TA or IBA/TA or JENifE/TA or T#I/TA or HEIRE/
TA)

#4 #1or #2or #3

mby M 104

CQ1-6 AHILF /A REEREBDIERE @D, RICHES NS EEF@H ?
[PubMed]

#1 "Malignant Carcinoid Syndrome/diagnosis" [Mesh]

#2 "Malignant Carcinoid Syndrome" [Mesh] AND "Diagnosis’ [Mesh]

#3  ((carcinoid syndrome* [TIAB] OR carcinoid crisis* [TIAB) AND (diagnos* [TIAB] OR symptom*
[TIAB] OR sign [TIAB] OR signs [TIAB] OR labolatory data* [TIAB])) OR ((carcinoid* [TI] OR ar-
gentaffinoma* [TI]) AND symptom* [TIAB])

#4 #1 OR #2 OR #3

mby M 148
[EEdhsE Web]

#1 EYEA VT A WIEGER 2/ TH

#2 EMWANTF A FEMEE/TH and 2 /TH

#3  (WIVF ) A FEEFERE/TA or (BNVF /A F/TI and EMEAL/TI)) and GBWI/TA or ¥iZE/TA or iE
R/TA or fEE/TA)

#4 #1 or #2 or #3

mey M 191

CQ2 FEBEEEMEE NEN Z2ESERXED, RICHEINSREREH ?
[PubMed]

#1 ("Neuroendocrine Tumors/diagnosis’ [Mesh] OR "Neuroendocrine Tumors/pathology" [Mesh]) AND
"Pancreatic Neoplasms' [Mesh]

#2 "Neuroendocrine Tumors" [Mesh] AND ("Pancreatic Neoplasms/diagnosis' [Mesh] OR "Pancreatic
Neoplasms/pathology” [Mesh])

#3 "Neuroendocrine Tumors'[Mesh] AND "Pancreatic Neoplasms" [Mesh] AND "Diagnosis" [Mesh]

#4 '"Diagnostic Imaging" [Mesh]

#5 (pancreatic neuroendocrine tumo* [TTIAB] OR pancreatic neuroendocrine neoplasm* [TIAB] OR pan-
creatic neuroendocrine carcinoma*[TIAB] OR pancreatic endocrine tumo*[TIAB] OR (Neuroendocrine
neoplasm® [TI] AND gastrointestinal [TI])) AND (imaging diagnos® [TIAB] OR ultrasonograph®
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[TIAB] OR endoscopic ultrasonograph* [TIAB] OR computed tomograph* [TIAB] OR magnetic reso-
nance imaging* [TIAB] OR nuclear imaging* [TIAB] OR somatostatin receptor imaging* [TIAB] OR
somatostatin scintigraphy* [TIAB] OR DOTATOC-PET [TIAB] OR radiologic feature* [TIAB])
#6 ((#1 OR #2 OR #3) AND #4) OR #5
=ty M 3361
[Eq:'mt.\ Web]
#1 (HRE WSS 50/ TH or me FWMESS ; S/ TH) and WETEIES; /TH
#2 MR WAEYS/TH and (REDRAEYS 2107/ TH or WEMRIESS ; HLs:/TH)
#3 AR AESS /TH and BEBEfESS/TH and &/ TH
#4  W{EFZW/TH
#5  (FEMREN G IIESS /TA or BEMRN WA/ TA or BEMIRNGWATA/TA) and (EIEZWI/TA or B
#/TA or CT/TA or MRI/TA or BESFHFE/TA or VI MAYF L v T — 4 A= v 7 /TA or
IYRNAYF v F 7574 —/TA or "' DOTATOC-PET"/TA or RTEZW/TA or W{&FTR/TA)
#6 ((#1 or #2 or #3) and #4) or #5
mby M 1551

CQ3 JH{LE NEN OWREFTROSFHEI AL, RICHEINZRER@H ?
[PubMed]

#1 ("Neuroendocrine Tumors/diagnosis’ [Mesh] OR "Neuroendocrine Tumors/pathology” [Mesh]) AND
"Gastrointestinal Neoplasms" [Mesh]

#2 "Neuroendocrine Tumors' [Mesh] AND ("Gastrointestinal Neoplasms/diagnosis" [Mesh] OR "Gastroin-
testinal Neoplasms/pathology" [Mesh])

#3 "Neuroendocrine Tumors' [Mesh] AND "Gastrointestinal Neoplasms' [Mesh] AND "Diagnosis" [Mesh]

#4 "Endoscopy" [Mesh] OR "Ultrasonography" [Mesh] OR "Biopsy"' [Mesh] OR "Tomography, X-Ray Com-
puted" [Mesh]

#5 (gastrointestinal neuroendocrine tumo* [TIAB] OR gastrointestinal carcinoid tumo® [TIAB]) AND (en-
doscopic diagnos* [TIAB] OR endoscopic finding* [TIAB] OR endoscopic ultrasonograph* [TIAB] OR
computed tomograph* [TTAB] OR colonoscopy* [TIAB] OR esophagogastroduodenoscop® [TIAB] OR
double balloon endoscop* [TIAB] OR biopsy [TIAB])

#6 ((#1 OR #2 OR #3) AND #4) OR #5

mboy M 3481
[zt Web]

#1 CAEA S WIES; ; T/ TH or *ﬂ*ﬁil’\] FUAESS RS/ TH) and B BIES/TH

#2 AENWIES/TH and (BI1IER ; 217/ TH or B IS @ B/ TH)

#3 RN S AESS /TH and ﬁﬂﬁﬁir/TH and 2T/ TH

#4  WHEEE/TH or BEWZWKT/TH or A4:/TH or X # CT/TH

#5  (HALE MR WIES / TA or LB VF /4 F/TA) and (WHEEFTR/TA or WHSIZHI/TA or
W{RZWT/TA or BEEAMREMRAE/TA or LEHILE ARSI/ TA or KIBEAHERE/TA or 7

WSV — NGNS /TA or A4/ TA or CT/TA)

#6  ((#1 or #2 or #3) and #4) or #5

mboy MEE 1294

CQ4 NEN DERRORFECHEI NS EFHEEIX@H ?
[PubMed]

#1 '"Neuroendocrine Tumors/diagnostic imaging" [Mesh]

#2 "Neuroendocrine Tumors/diagnosis' [Mesh] AND "Diagnostic Imaging" [Mesh]

#3 "Neoplasm Metastasis" [Mesh] OR "secondary" [SH]

#4 (pancreatic neuroendocrine tumo* [TIAB] OR pancreatic neuroendocrine neoplasm* [TIAB] OR pan-
creatic neuroendocrine carcinoma* [TIAB] OR pancreatic endocrine tumo* [TIAB]) AND (diagnostic
imaging* [TIAB] OR imaging diagnos* [TIAB] OR ultrasonograph* [TIAB] OR computed tomograph*
[TIAB] OR magnetic resonance imaging* [TIAB] OR nuclear imaging® [TIAB] OR CT [TIAB] OR
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MRI[TIAB]) AND (metasta® [TIAB] OR secondar® [TIAB])
#5 ((#1 OR #2) AND #3) OR #4
mb oy M 446 1
[E=chEE Web]
#1  MRENGWES/TH and (SH =727, BI{EZET, XMW, BUTHEEZE, BE kW)
#2 AR WERS/TH and {21/ TH
#3  AWREPI MRS | B2/ TH and IE4554824%/TH
#4  (EAREPI W IESS /TA or WERIEEAN 3 WME/TA or BEMREMTWAA/TA) and (Hi{EZHT/TA or B
#/TA or CT/TA or MRI/TA or ¥[E%4:4:/TA) and #5/TA
#5 ((#1 or #2) and #3) or #4
=ty MEE 501

CQ5 NEN DTS DRFRICHE I NI EFKREIX@H ?
[PubMed]

#1 "Neuroendocrine Tumors/diagnostic imaging" [Mesh] OR ("Neuroendocrine Tumors" [Mesh] AND "Di-
agnostic Imaging" [Mesh])

#2 "Endocrine Gland Neoplasms/diagnostic imaging"' [Mesh] OR ("Endocrine Gland Neoplasms" [Mesh]
AND "Diagnostic Imaging" [Mesh])

#3 ("Liver Neoplasms' [Mesh] AND "Neoplasm Metastasis" [Mesh]) OR "Liver Neoplasms/secondary"
[Mesh]

#4 (neuroendocrine tumo* [TIAB] OR neuroendocrine neoplasm* [TIAB] OR neuroendocrine carcinoma*
[TIAB] OR endocrine gland tumo* [TIAB] OR endocrine gland neoplasm* [TIAB] OR endocrine gland
cancer* [TTIAB] OR endocrine gland carcinoma* [TIAB]) AND (liver metastas* [TIAB] OR synchro-
nous metastas* [TIAB] OR metachronous metastas* [TIAB] OR metastatic liver* [TTAB]) AND (diag-
nostic imaging* [TIAB] OR imaging diagnos* [TIAB] OR ultrasonograph* [TIAB] OR computed tomo-
graph* [TIAB] OR magnetic resonance imaging* [TIAB] OR nuclear imaging* [TIAB] OR CT [TIAB]
OR MRI [TIAB] OR scintigraph* [TIAB] OR radiological finding* [TIAB] OR PET [TIAB] OR SPECT
[TIABD)

#5 ((#1 OR #2) AND #3) OR #4

mby M 2444
[EEthEE Web]

#1  EANWIES;/TH and (SH =207, W2, X2, BOTHEESE, BE ks

#2 PR WAESS/TH and B KT/ TH

#3  PWRIES;/TH and (SH =28, WH{REZET, X MSW, BOHEEEZE, BEsn

#4 N WIRIER:/TH and E{§2 1K/ TH

#5  FRBRAIESS | wAs/TH or (FFBEMES;/TH and HEH55#54/TH)

#6  (FFEN S IEE /TA or fMFEMN S WANE/TA or MFEAN DS A/ TA or NAHLBRIERE/TA or P4t
$5/TA or NAFIRASA/TA) and (EIfRZWT/TA or B /TA or CT/TA or MRI/TA or PET/TA
or SPECT/TA or &/ TAor ¥ F 7774 —/TAor VX MNAYF VKT v F/TAor 7
LA AF ¥ 2 /TA) and FFfERE/TA or [/ TA or ZEEREFS/TA or HEER/TA)

#7  ((#1 or #2 or #3 or #4) and #5) or #6

mby MEE T8
MR CQ IR, £ 1B CQU LG L7,

s J5 P

CQ1 & - jHEE NEN ORIEEZHZS 2 e ICHER I NS A ah ?

[PubMed]
#1 '"Neuroendocrine Tumors/diagnosis’' [Mesh] OR "Neuroendocrine Tumors/pathology" [Mesh]
#2 "Digestive System Neoplasms' [Mesh] OR "Digestive System" [Mesh]
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#3 "Biopsy" [Mesh]
#4 (neuroendocrine tumo* [TIAB] OR neuroendocrine neoplasm® [TIAB] OR neuroendocrine carcinoma®
[TIAB]) AND (pancreas® [TIAB] OR pancreatic* [TTAB] OR digestive system*[TIAB]) AND (biops*

[TIAB] OR resect* [TIAB]) AND (patholog* [TIAB] OR diagnos*[TIAB] OR EUS-FNA [TIAB])
#5 (#1 AND #2 AND #3) OR #4

mby M 407
[EEghEE Web]
#1 RN IESS © BT/ TH or Mk IESS 5 B/ TH
#2  HALZRIESS/TH or {H1b#:%/TH
#3 AM/TH
#4  (PREN S IAIESS /T A or FEENZRE/TA or FIFEMNTWATA/TA) and (BE/TA or {H1LE /TA or {HL
22/TA) and (BWr/TA or #EL/TA) and (ZEH/TA or YIK/TA or fiiHi/TA or #ifk/TA or #EA/TA
or ##t/TA)
#5 (#1 and #2 and #3) or #4
mb oy M 101 -

CQ2-1 RIBHEMEZMEICESHE T2 T PRI NBIER R aH ?
[PubMed]
#1 "Neuroendocrine Tumors/diagnosis’ [Mesh] OR "Neuroendocrine Tumors/pathology” [Mesh] OR "Neu-
roendocrine Tumors/classification” [Mesh]
#2 "Neoplasm Grading' [Mesh] OR "Neoplasm Staging" [Mesh]
#3 "World Health Organization" [Mesh]
#4 (neuroendocrine tumo* [TIAB] OR neuroendocrine neoplasm* [TIAB] OR neuroendocrine carcinoma*
[TIAB]) AND (classification* [TTAB] OR staging® [TIAB] OR grading* [TIAB] OR score* [TIAB])
AND (WHO [TIAB] OR TNM [TIAB] OR World Health Organization* [TIAB] OR tumor node metas-
tas* [TIAB]) AND (patholog’ [TIAB] OR diagnos® [TIAB])
#5 (#1 AND #2 AND #3) OR #4
mb oy MR 2251
[EEchsE Web]
#1 PR WIESS o BT/ TH or AN WIS ; ¥4/ TH
#2 (M E/TH or MEBFAEATE/TH) and M ERMEFEES/ TH
#3 WHO 43#8/TH or TNM 434H/TH
#4  CAEN - WIESS /TA or MifEMNZWE/TA or #ifENZW2SA/TA) and (5338 /TA or #1TE/TA or &
B/ TA or 7/ TA) and (F2Wi/TA or 5#%#/TA) and (WHO/TA or TNM/TA or "World Health Or-

ganization"/TA or "tumor node metastasis"/TA or HFEHER /TA or HFAREHE/TA)
#5 ((#1 and (#2or #3))) or #4

oy MR 114 fF

CQ2-2 NEN QOZERIREFFR @b ?
[PubMed]
#1 "Neuroendocrine Tumors/pathology" [Majr]
#2 (neuroendocrine tumo* [TIAB] OR neuroendocrine neoplasm* [TIAB] OR neuroendocrine carcinoma*

[TIAB]) AND (patholog® [TI] OR cytopatholog* [TI] OR histopatholog* [TI] OR histolog* [TI] OR cy-
tolog* [TI])

#3 #1 OR #2
=y M 623 1
[EEhEE Web]
#1 RN AESS RS2/ TH
#2 (RN WIESS /TA or MHENGIAIE/TA or MEENZWASA/TA) and AL/ TT or JHHEL/TI)
#3 #1 or #2
mboy MEE 33314
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CQ3 RIBEMIEERDOIVIRVAEE L TN RSN, ?
[PubMed]

#1 ("Neuroendocrine Tumors/pathology' [Majr] OR "Neuroendocrine Tumors/diagnosis' [Majr]) AND
("Histocytological Preparation Techniques' [Mesh] OR "Specimen Handling" [Mesh])

#2 (neuroendocrine tumo* [TI] OR neuroendocrine neoplasm* [TI] OR neuroendocrine carcinoma* [TI]
OR melanoma tumo® [TI]) AND (patholog* [TTAB] OR histocytologic* [TTAB] OR cytohistologic*
[TIAB] OR tissue [TIAB]) AND (preparation* [TTAB] OR sampl* [TIAB] OR specimen [TIAB] OR
pre analys* [TIAB])

#3 #1 OR #2
mboy MEE 3281
[EEHEE Web]
#1 (RN WIESS © WELSE/TH or MENIBIESS 5 2#T/TH) and (WANLD vid/TH or MfHMIIEE:
BOREAH AT/ TH)

#2 (AN WA IESS /T or MHIFEN KR/ TT or NS WADSA /TD) and (Hfk/TA or ¥/ TA or g/
TA) and (BEA/TA or Bf&/TA or 7L 7+ ¥ A/TA or [E#EHE/TA or 70 v Z{#£E/TA)
#3 #1 or #2
mby MR 146 -

CQ4-1 TP RUEARIADE ) IBWITE ?
CQ4-2 fithiiLEEZHRD BRI {ah ?
[PubMed]

#1 ("Neuroendocrine Tumors/diagnosis' [Majr] OR "Neuroendocrine Tumors/pathology" [Majr]) AND
("Cryoultramicrotomy” [Mesh] OR "Cytodiagnosis' [Mesh] OR "Intraoperative Period" [Mesh] OR "In-
traoperative Care"'[Mesh])

#2  (neuroendocrine tumo* [TIAB] OR neuroendocrine neoplasm® [TIAB] OR neuroendocrine carcinoma®
[TIAB] OR Melanoma* [TIAB]) AND (frozen section* [TIAB] OR Intraoperative* [TIAB] OR frozen
tissue*[TIAB]) AND (diagnos*[TIAB] OR patholog*[TIAB] OR testing*[TIAB] OR examine®*[ TIAB]
OR sampling [TIAB])

#3 #1 OR #2

mby MEE 3181
[EEthEE Web]

#1 (R SIIEYS © B/ TH or fH#EA - WAIESS » &I/ TH) and (BASEE IR 1ERGE/TH or M8
TH) and (fird#i/TH or #firh45 8/ TH)

#2  CAEN 73 WAIESS /T or AEP 536/ TT or fFEN AT A /TT) and (BEFYIR/TA or flif/TA or &
#/TA or A /TA) and (F2Wi/TA or ##k/TA or MifaZ/TA)

#3 #1 or #2

Wby MR 441

CQ5 Ki-67 I8¥DHEREINBAEEF ?
[PubMed]

#1 ("Neuroendocrine Tumors/diagnosis’ [Majr] OR "Neuroendocrine Tumors/pathology" [Majr]) AND
("Ki-67 Antigen" [Mesh] OR "Immunohistochemistry" [Mesh])

#2  (neuroendocrine tumo* [TIAB] OR neuroendocrine neoplasm® [TIAB] OR neuroendocrine carcinoma®
[TIAB] OR Melanoma* [TIAB]) AND (Ki67 [TIAB] OR "Ki 67" [TIAB] OR immunohistochemi*
[TIAB] OR immunocytochemi* [TIAB] OR Immunolabeling* [TIAB] OR Immunohistocytochemi*
[TIAB] OR Immunogold* [TIAB]) AND (diagnos* [TIAB] OR patholog® [TIAB] OR testing* [TIAB]
OR examine® [TIAB])

#3 #1 OR #2

mb oy M 404 1
[EdhEE Web]
#1 (CHREP W IES; © B/ TH or MR/ ES; © 1/ TH) and (Ki-67 HU5/TH or $iEilfhfbs:/

157
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TH)

#2 CRMEPIZ WA IERE /TT or MBI WG /TT or AP W AT A /TI) and (Ki67/TA or "Ki 67"/TA or $E
FERILS/TA or SoEMIa b/ TA or SeEREHIALILEE/TA or 1% T ~IV/TA or SafEdta/TA or %
FERZEE/TA) and (ZWi/TA or ¥2/TA or #ll5E/TA)

#3 #1or #2

mvy M 17514

CQ6 NET G3 & NEC D#ERIEKEh ?
[PubMed]
#1 "Neuroendocrine Tumors"' [Mesh] AND "Neoplasm Grading' [Mesh] AND "Diagnosis, Differential”
[Mesh]
#2 "Neuroendocrine Tumors' [Mesh : NoExp] AND "Carcinoma, Neuroendocrine" [Mesh] AND "Diagnosis,
Differential’ [Mesh]
#3  (neuroendocrine tumo* [TIAB] OR NET [TIAB]) AND (neuroendocrine carcinoma® [TIAB] OR NEC
[TIAB]) AND (G3[TIAB] OR "G 3"[TIAB] OR "Grade 3"[TIAB] OR differential diagnos* [TIAB])
#4 #1 OR #2 OR #3
=ty M 851
[EEghsE Web])
#1 AN AES /TH and BG4 E/TH and $&5132 W7/ TH
#2  CREEN WA ESS /TA or MFEPN WA/ TA or f#EMNWATA/TA or (NET/TA and NEC/TA)) and
(G3/TA or "G 3"/TA or EM:E /TA or Grading/TA or Grade/TA or 7L — F/TA) and #5I/TA
#3 #1or #2
mby M 194

£3s SELEAE

CQ1 JEHEEEME: NET OF S & HER S NSzl @ ?
[PubMed]

#1 ("Neuroendocrine Tumors/therapy' [Majr] AND "Pancreatic Neoplasms' [Mesh] AND (non function®
[TIAB] OR nonfunction® [TIAB] OR asymptomatic* [TIAB])) OR (NF-PNET* [TIAB] OR NF-Pan-
NET*[TIABI])

#2 ("Neuroendocrine Tumors' [Mesh] AND "Pancreatic Neoplasms/therapy" [Majr] AND (non function*
[TIAB] OR nonfunction® [TTAB] OR asymptomatic* [TIAB])) OR (NF-PNET* [TIAB] OR NF-Pan-
NET*[TIAB])

#3 "Non functioning pancreatic endocrine tumor" [Supplementary Concept] AND "Pancreatic Neoplasms/
therapy" [Majr]

#4  ((neuroendocrine tumo®* [TI] OR neuroendocrine neoplasm* [TI] OR neuroendocrine carcinoma* [TI]
OR Melanoma* [TI]) AND (non function* [TI] OR nonfunction® [TI] OR asymptomatic* [TI])) AND
(surgery [TIAB] OR surgical [TIAB] OR enucleation* [TIAB] OR partial resection® [TIAB] OR pan-
creatico-duodenectom* [TIAB] OR Whipple's procedure* [TIAB] OR distal pancreatectom* [TIAB] OR
organ preserving pancreatectom® [TIAB] OR laparoscopic pancreatectom* [TTAB] OR minimally inva-
sive pancreatectom* [TIAB] OR lymph node dissection* [TIAB])

#5 #1 OR #2 OR #3 OR #4

mby M 1134
[EEhEE Web]

#1 AR WE o AVRHIOER T/ TH and BERRIESS /TH and GEERE/TA or #EHERE/TA)

#2 RN IAIESS/TH and IR © 7MY/ TH and (FEFERE/TA or EH%RE/TA)

#3 RN AES /TH and BEIEAESS /TH and #4EFFAT/TH and (3EHRE/TA or #EHERE/TA)

#4 (AR IAIES; /TA or FHRE - WME/TA or MR ASA/TA) and (BEBERES;/TA or WM/ TA
or BEMEASA/TA or BEHE/TA or BEASA/TA) and (JEHERE/TA or #ERRE/TA) and (4VEH/TA or Fili/
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TA or YIK/TA or firs/TA)
#5 #1or #2 or #3 or #4
mby M 551

CQ2 A VRU/—IDFin#EhEHEREINZ MR ah ?
[PubMed]

#1 '"Insulinoma/therapy” [Majr]

#2 (insulinoma* [TI] OR well differentiated pancreatic endocrine tumor* [TI] OR well differentiated pan-
creatic neuroendocrine tumor® [TI] OR well differentiated pancreatic endocrine carcinoma* [TI] OR
well differentiated pancreatic neuroendocrine carcinoma* [TI] OR insulin producing endocrine tumor*
[TI] OR insulin producing neuroendocrine tumor* [TI] OR insulin producing endocrine carcinoma* [TI]
OR insulin producing neuroendocrine carcinoma® [TI]) AND (therap [ALL] OR treatment [ALL] OR
surgery [ALL])

#3 #1 OR #2

mboy M 1474
[EEohsE Web]

#1 4 R 7 —~ SR/ TH

#2 4 > A /—</TH and (Be8FE/TH or BB+ 38tk / TH)

#3 (4 > A1) 7 —=</TA or Insulinoma/TA or £~ A ") Y/ ihVEREBMIIAE/TA or N— % ffafES/TA
or N— ?ﬁHH’LH%HE/TA or £ a) /) —=</TA or 4 ¥ R) Yot EMIEE/TA or £ ¥ A1) v EE
&5/ TA or W5 fLEINSILIES /TA or WAL 3 WES; /TA or w4 {LEING-WE/TA or =
S ALTURRREP 5 /TA) and (J4EF/TA or Fili/TA or €18/ TA or #iisX/TA or i/ TA)

#4 #1or #2 or #3

mby M 1221

CQ3 EHLUTEBAHR N/ —IOFMhEHR RSN MR @h ?
[PubMed]

#1 "Gastrinoma/surgery’ [Mesh] OR "Zollinger-Ellison Syndrome/surgery" [Mesh]

#2 ("Gastrinoma/therapy"' [Mesh] OR "Zollinger-Ellison Syndrome/therapy’ [Mesh]) AND "Digestive Sys-
tem Surgical Procedures" [Mesh]

#3 (gastrinoma* [TIAB] OR Zollinger-Ellison syndrome* [TIAB] OR well differentiated pancreatic endo-
crine tumor* [TIAB] OR well differentiated pancreatic neuroendocrine tumor* [TIAB] OR well differ-
entiated pancreatic endocrine carcinoma* [TIAB] OR well differentiated pancreatic neuroendocrine car-
cinoma* [TIAB] OR gastrin producing endocrine tumor* [TIAB] OR gastrin producing neuroendocrine
tumor* [TIAB] OR gastrin producing endocrine carcinoma* [TIAB] OR gastrin producing neuroendo-
crine carcinoma®* [TIAB]) AND (enucleation® [TIAB] OR partial resection* [TIAB] OR pancreatico-du-
odenectomy* [TIAB] OR Whipple's procedure* [TTAB] OR distal pancreatectomy* [TIAB] OR left pan-
createctomy” [TIAB] OR lymph node dissection* [TIAB] OR surgery* [TIAB] OR surgical® [TIAB]
OR operati* [TIAB])

#4 #1 OR #2 OR #3

=ty M 103
[EEdhEE Web]

#1 A ANV =~ R/ TH or Zollinger-Ellison fEERE  #MEHa9# S/ TH

#2 (A MY J—=</TH or Zollinger-Ellison fiEf##£/TH) and 1 b#sEL/TH

#3 (HA 1) ) —=</TA or Gastrinoma/TA or %A MV VEEENENEE/TA or TR EMIMIER/TA or
BT E S M E/TA or Zollinger-Ellison SEfE#E/TA or V') ¥ ¥ — -V VEMBEE/TA or
V=) T x— - ) VERER/TA or V=) YA — -1V VEBERE/TA or VY YV x— 1)V
VIEBERE/TA or V=1 YA — - )V VREMEE/TA or S LRI ESRS/TA or &5 LRI A 45
WSS/ TA or R LEIA - WE/TA or B LEIAREA /W /TA) and (94FF/TA or Fi/TA or 4]
B/ TA or fiizX/TA or il /TA or ¥ /TA)

#4 #1or #2or #3

159
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mby M 621

CQ4 FRIFHEEEMERE NET OFiEM EHESNZHRE A, ? (FILHT/—7)
[PubMed]
#1 "Pancreatic Neoplasms/therapy" [Majr] AND "Neuroendocrine Tumors/therapy" [Majr]
#2 (functioning [TI] OR functional [TI]) AND (pancreatic [TI] OR pancreas [TI]) AND (endocrine
tumo* [TI] OR neuroendocrine tumo* [TI] OR neuroendocrine neoplasm® [TI] OR endocrine neoplasm*
[TI]) AND (surgery*[ALL] OR surgical* [ALL] OR therapy [ALL])
#3 #1 OR #2
mby MR 7214
[EEthEE Web]
#1 ZVH I —~  HEHYEEE/TH
#2 7 )VH T/ —~/TH and i basyEH/ TH
#3 (ZWwh I/ —</TA or Glucagonoma/TA or 7 )Vh IV EEE/TA or 7V 7 7 MlRIE/TA or 7
V7 7 MafES;/TA) and (#H+/TA or Ffi/TA or YIF/TA)
#4 #1or #2 or #3
mby M 20 4

CQ4 TRIGHEEEIERE NET OFnER SRS NBHRETH ? (VIP F—7)
[PubMed]

#1 "Vipoma/surgery" [Mesh]

#2 "Vipoma/therapy' [Mesh] AND "Digestive System Surgical Procedures" [Mesh]

#3 "Pancreatic Neoplasms/therapy' [Mesh] AND ("Vasoactive Intestinal Peptide" [Mesh] OR vasoactive
intestinal peptide* [TTAB] OR vasoactive intestinal polypeptide* [TIAB]) AND (surgery* [TIAB] OR
surgical® [TIAB] OR operati* [TIAB])

#4 (Vipoma* [TIAB] OR Diarrheogenic Tumor* [TIAB] OR Vasoactive Intestinal Peptide Producing Tu-
mor* [TIAB] OR VIP Secreting Tumor* [TIAB] OR Diarrheogenic Islet Cell Tumor* [TIAB] OR Pan-
creatic Cholera* [TIAB] OR Watery Diarrhea Syndrome* [TIAB] OR WDHA [TIAB] OR WDHH
[TIAB] OR Verner Morrison Syndrome* [TIAB]) AND (surgery* [TIAB] OR surgical* [TTAB] OR
operati* [TIAB] OR pancreatico-duodenectom* [TIAB] OR pancreatectom* [TIAB] OR enucleation*
[TIAB] OR resection® [TIAB] OR dissection® [TIAB])

#5 #1 OR #2 OR #3 OR #4

mby M 181
[EEchEE Web]

#1 VIPoma : #VMEHAGHEE: /TH

#2 VIPoma/TH and #H{b#¥V B/ TH

#3 (ER—=</TA or VIPoma/TA or VIP * —</TA or VIP EAE#/TA or WDHA JE 5 #/TA or
WDHH JEBERE/TA or /N—F— - FY V VJEMFEE/TA or ~)vF— -8V VEHERE/TA or i EEE
B/TA or THRIFEIIES/TA or AREETHIA U w7 2 fE M E FRAEGERE/TA or AKRME T HIEMRE/TA or
IKBRAEAL A ) 7 & SRR BERE/TA or A7) 7 AT VA0 — 3 AKX TH/TA or BEa L 5 /TA)
and (4VF/TA or Fifi/TA or YIkk/TA or ¥ /TA or i/ TA)

#4 #1or #2 or #3

=ty M 1017

CQ4 TRIGHEEEIEREE NET OFIRERN SHRINZ XA, ? (VIRRIF/—T)
[PubMed]
#1 "Somatostatinoma/surgery" [Mesh]
#2 "Somatostatinoma/therapy” [Mesh] AND "Digestive System Surgical Procedures' [Mesh]
#3 "Adrenocorticotropic Hormone'[Mesh] AND "Neuroendocrine Tumors/surgery" [Mesh]
#4  (Somatostatinoma* [TTAB] OR PPoma* [TIAB] OR ACTH producing Tumor* [TTAB] OR ACTH pro-
ducing neoplasm* [TIAB] OR ACTH producing neuroendocrine tumor* [TTAB] OR ACTH producing



SEMRSRTC

neuroendocrine neoplasm® [TIAB]) AND (surgery* [TIAB] OR surgical* [TIAB] OR operati* [TIAB])
#5 #1 OR #2 OR #3 OR #4
mey M 311
[EEThsE Web]
#1 U MRS F =< HVEYEE/TH
#2 YV~ MA%F/—~/TH and #H{LE5ME/TH
#3 (Y~ bMA¥F /—=</TA or Somatostatinoma/TA or ¥V~ M A% F v EAESR/TA or PP +—~</TA
or 2 ACTH FEAERESS/TA) and (44EF/TA or Fiii/TA or YIK/TA)
#4 #1or #2or #3
mey M 181

CQ5 [ NET G3 & & U NEC OFMp@Emarh ?
[PubMed]

#1 (("Neuroendocrine Tumors/surgery' [Mesh] AND "Pancreatic Neoplasms" [Mesh]) OR ("Neuroendo-
crine Tumors"' [Mesh] AND "Pancreatic Neoplasms/surgery” [Mesh])) AND "Neoplasm Staging"
[Mesh]

#2 '"Neuroendocrine Tumors/therapy" [Mesh] AND "Digestive System Surgical Procedures' [Mesh] AND
"Neoplasm Staging" [Mesh]

#3 (pancreatic neuroendocrine carcinoma® [TIAB] OR poorly differentiated neuroendocrine carcinoma®
[TIAB] OR well differentiated neuroendocrine tumor* [TIAB] OR pancreatic neuroendocrine tumor*
[TIAB] OR pancreatic neuroendocrine neoplasm* [TIAB]) AND (grade 3* [TIAB] OR high grade*
[TIAB] OR G3 [TIAB] OR poorly differentiated* [TIAB] OR well differentiated* [TIAB]) AND (sur-
gery* [TIAB] OR surgical* [TIAB] OR operati* [TIAB] OR operated [TTAB] OR pancreatectom*
[TIAB])

#4 #1 OR #2 OR #3

mby M 274 1
[EEdhEE Web]

#1 PR ILIESS o AVRHGHEEE/TH and (BBEAES; /TH or Wi/ TH) and 5 E4TEE/TH

#2 RENSAIESS /TH and BEBIESS  AVEHI9#E:/TH and FE#5 AT/ TH

#3  PHREN S ES; /TH and T§1b#84VE/ TH and JE%5#E47 R/ TH

#4  ((CHIREN I IES; /TA or fiFEMNSMAHE/TA or MW MWASA/TA or FFEMNS WA~ /TA or NEC/
TA or NET/TA) and (G3/TA or "Grade 3"/TA or 'L — F 3/TA)) or "poorly differentiated neuroen-
docrine carcinoma'/TA or "well differentiated neuroendocrine tumor'/TA) and [#/TA and (§%Ft/TA
or FHli/TA or YIK:/TA)

#5 #1or #2 or #3 or #4

mby M 3B

CQ6 Bi& NEN DOtIFREm SRS N BRI TH ?
[PubMed]

#1 (("Neuroendocrine Tumors/surgery”’ [Mesh] AND "Esophageal Neoplasms' [Mesh]) OR ("Neuroendo-
crine Tumors'[Mesh] AND "Esophageal Neoplasms/surgery" [Mesh]))

#2 "Neuroendocrine Tumors" [Mesh] AND ("Esophageal Neoplasms" [Mesh] OR "Esophagus" [Mesh])
AND "Digestive System Surgical Procedures" [Mesh]

#3  ((esophageal* [TIAB] AND (neuroendocrine tumor* [TIAB] OR neuroendocrine neoplasm* [TIAB]
OR carcinoid® [TIAB] OR NEC [TIAB]))) AND (surgery® [TIAB] OR surgical® [TIAB] OR operati*
[TIAB] OR operated [TIAB] OR resection* [TIAB] OR Resectabl* [TIAB] OR esophagectom* [TIAB]
OR esophagoplast* [TIAB] OR esophagostom* [TIAB])

#4 #1 OR #2 OR #3

mey M 75
[EEohEE Web]
#1 AR IIESS o AVEHY#EE:/TH and (RENESS/TH or &E/TH)

161
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#2 RN WSS/ TH and £0E8ES © SMRHEE:/ TH
#3 AN AIESS/TH and (BEMES/TH or 3/ TH) and {HItL#R4VFH/ TH
#4  CAEN - WIESS /TA or fiFEN ARG/ TA or MfENT WA A/ TA or fifENZ WA ~ /TA or NEC/TA
or NET/TA) and &i&/TA and (JVFH/TA or Fiii/TA or YIkk/TA)
#5 #1or #2 or #3 or #4
=ty M 1881

CQ7 B NET OF i@ &HRE NSt an ?
[PubMed]

#1 ("Neuroendocrine Tumors/surgery" [Mesh] AND "Stomach Neoplasms' [Mesh]) OR ("Neuroendocrine
Tumors" [Mesh] AND "Stomach Neoplasms/surgery" [Mesh]) OR ("Neuroendocrine Tumors/surgery"
[Majr] AND "Gastrointestinal Neoplasms/surgery' [Majr] AND "Digestive System Surgical Proce-
dures" [Majr])

#2 "Neuroendocrine Tumors/therapy"' [Mesh] AND "Digestive System Surgical Procedures’ [Mesh] AND
("Stomach Neoplasms" [Mesh] OR "Stomach" [Mesh])

#3  (((gastrointestinal* [TTAB] OR gastric [TIAB] OR stomach [TIAB] OR "gastrin producing” [TIAB])
AND (neuroendocrine tumor* [TIAB] OR neuroendocrine carcinoma* [TIAB] OR neuroendocrine neo-
plasm* [TIAB] OR endocrine tumor* [TIAB] OR endocrine carcinoma* [TIAB] OR endocrine neo-
plasm® [TIAB] OR carcinoid* [TIAB] OR NET [TIAB] OR NEC [TIAB])) OR gastrinoma® [TIAB]
OR Zollinger-Ellison syndrome* [TIAB] OR "Type A gastritis’" [TIAB]) AND (surgery* [TIAB] OR
surgical* [TTIAB] OR operati* [TIAB] OR operated [TIAB] OR resection* [TTAB] OR gastrectom*
[TIAB] OR antrectom* [TIAB]) NOT medline [SB]

#4 #1 OR #2 OR #3

mby M 261 1
[EEdhsE Web]

#1 PHREP S IESS © AVEHEEE/TH and (B 1E#;/TH or & /TH)

#2 PRI WAESS /TH and B S © 4VEHGE D/ TH

#3 MR ESS/TH and (BIES/TH or B /TH) and {H{b#5MEEH/ TH

#4  CAEEN - WAEYS /TA or fiREN KR/ TA or MfEN T WASA/TA or fiFENWAA ~ /TA or NEC/TA
or NET/TA or #)VF /A K/TA) and (B/TA or #il/TA) and (#4EF/TA or Fili/TA or IF/TA)

#5 #1or #2 or #3 or #4

mby M 163

CQ8 AHZR KU/ —=TLSND+1EEE NET OFAHEN S HRI N2 MR IEEH ?
[PubMed]

#1 (("Neuroendocrine Tumors/surgery"’ [Mesh] AND ("Duodenal Neoplasms' [Mesh] OR "Duodenum"
[Mesh])) OR ("Neuroendocrine Tumors" [Mesh] AND ("Duodenal Neoplasms/surgery" [Mesh] OR
"Duodenum/surgery" [Mesh])))

#2 "Neuroendocrine Tumors/therapy’ [Mesh] AND "Digestive System Surgical Procedures’ [Mesh] AND
("Duodenal Neoplasms" [Mesh] OR "Duodenum’ [Mesh])

#3  ((Duodenum® [TIAB] OR Duodenal [TIAB] OR foregut [TIAB]) AND (neuroendocrine tumo* [TIAB]
OR neuroendocrine carcinoma* [TIAB] OR neuroendocrine neoplasm* [TIAB] OR NET [TIAB] OR
NEN [TIAB] OR NEC [TIAB] OR carcinoid* [TIAB])) AND (surgery® [TIAB] OR surgical* [TIAB]
OR operati* [TIAB] OR resection* [TIAB] OR gastrectom* [TIAB] OR duodenectom* [TIAB] OR dis-
section* [TTAB])

#4 #1 OR #2 OR #3

mby M 1131
[EEghEE Web]

#1 MR BESS o AVEHY#RE:/TH and (+ 4830855/ TH or + 4885 /TH)

#2 AR EESS/TH and (+38M50ESs © 4V RHO#RE:/TH or + 4885 © #VEHAGHREE/TH)

#3  MREN S ES;/TH and (+Z48050E%;/TH or T =38/ TH) and JH1L#54EL/TH



#4

#5

SERMRSRTC

(HhFEN > WAE S/ TA or FIFEN S WAE/TA or MFEMNWASA/TA or Hi#EMN5 WA~ /TA or NEC/TA
or NET/TA or NEN/TA or #)VF /4 F/TA) and +=48#5/TA and (#VEH/TA or FHi/TA or Y
Fx/TA or 2/ TA)
#1 or #2 or #3 or #4

oy MR 168 1

CQ9 /i3 NET OFin#E BT N3iilFah ?
[PubMed]

#1

#2

#3

(("Neuroendocrine Tumors/surgery”’ [Mesh] AND ("Tleal Neoplasms' [Mesh] OR "Jejunal Neoplasms"
[Mesh] OR "Intestine, Small' [Mesh])) OR ("Neuroendocrine Tumors' [Mesh] AND ("Ileal Neoplasms/
surgery"' [Mesh] OR "Jejunal Neoplasms/surgery' [Mesh] OR "Intestine, Small/surgery" [Mesh])))
"Neuroendocrine Tumors/therapy" [Mesh] AND "Digestive System Surgical Procedures' [Mesh] AND
("Tleal Neoplasms" [Mesh] OR "Jejunal Neoplasms" [Mesh] OR "Intestine, Small' [Mesh])
((gastroenteropancreatic* [TTAB] OR small bowel* [TIAB] OR small intestin* [TIAB] OR jejunum
[TIAB] OR jejunal [TIAB] OR ileum [TIAB] OR ileal [TIAB] OR midgut [TIAB]) AND (neuroendo-
crine tumo* [TIAB] OR neuroendocrine carcinoma* [TIAB] OR neuroendocrine neoplasm* [TIAB] OR
NET [TIAB])) AND (surgery* [TIAB] OR surgical* [TIAB] OR operati* [TIAB] OR operated [TIAB]
OR resection* [TTAB] OR lymphadenoectom* [TIAB])

#4 #1 OR #2 OR #3
mby M 27314
[EEth&E Web])
#1 MR IIES © AVRHGRRE:/TH and (MgiER;/TH or /Mg /TH)
#2 RN IES:/TH and CMBIES: © SEHY#E:/TH or /N 5 SR/ TH)
#3 MR WIESS/TH and UMEIESS/TH or /N¥/TH) and {H1b#4EH/ TH

#4

#5

(HREN 3 WAE 5/ TA or FIFEN WA/ TA or MM WASA/TA or H#EMN5- WA~ /TA or NEC/TA
or NET/TA or #NVF /4 K/TA) and (BE/TA or /M5 /TA or ZE85/TA or HI#/TA or Hi5s/TA)
and (J4EH/TA or F45/TA or YIE/TA or #i%/TA) and (DATA = pre)
#1 or #2 or #3 or #4

mey M 301

CQ10 = NET OFn#Eih LRI NS M mm ?
[PubMed]

#1

(("Neuroendocrine Tumors/surgery' [Mesh] AND ("Appendiceal Neoplasms' [Mesh] OR "Appendix"
[Mesh])) OR ("Neuroendocrine Tumors" [Mesh] AND ("Appendiceal Neoplasms/surgery" [Mesh] OR
"Appendix/surgery’ [Mesh])))

#2 "Neuroendocrine Tumors/therapy" [Mesh] AND "Digestive System Surgical Procedures" [Mesh] AND

("Appendiceal Neoplasms' [Mesh] OR "Appendix" [Mesh])

#3  ((Appendix* [TIAB] OR Appendiceal [TIAB] OR midgut [TIAB] OR goblet cell* [TIAB]) AND (neu-

roendocrine tumo* [TIAB] OR neuroendocrine carcinoma* [TIAB] OR neuroendocrine neoplasm*
[TIAB] OR NET [TIAB] OR goblet cell carcinoid* [TIAB])) AND (surgery* [TIAB] OR surgical*
[TIAB] OR operati*[ TIAB] OR operated [ TIAB] OR resection*[TIAB] OR lymphadenoectom*[ TIAB]
OR appendectom* [TIAB])

#4 #1 OR #2 OR #3

oy MR 119 fF

[EtPsE Web]
#1 RN  AVEHIHEE:/TH and (SRIENES;/TH or HIE/TH)
#2  AWREP RS/ TH and (HREEJES © SRS/ TH or W @ SMHROREE/TH)
#3 AN UWANEES/TH and (RFESESS/TH or R#fe/TH) and #H{téyFt/ TH
#4 (RN WSS/ TA or MEN WS/ TA or MHEN AT A/TA or MM W 7> /TA or NEC/TA

or NET/TA or 7 NVF /A4 F/TA) and (FF5/TA or HiE/TA) and (#4EF/TA or Fili/TA or Y/
TA or ¥5i%/TA)
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#5 #1 or #2 or #3 or #4
mby M 931

CQ11 #&k5 NET OFii@Eh & #ERE Nzt ah ?
[PubMed]

#1  (("Neuroendocrine Tumors/surgery" [Mesh] AND ("Colonic Neoplasms' [Mesh] OR "Colon" [Mesh]))
OR ("Neuroendocrine Tumors" [Mesh] AND ("Colonic Neoplasms/surgery” [Mesh] OR "Colon/sur-
gery"' [Mesh])))

#2 '"Neuroendocrine Tumors/therapy" [Mesh] AND "Digestive System Surgical Procedures’ [Mesh] AND
("Colonic Neoplasms' [Mesh] OR "Colon" [Mesh])

#3  ((Colon [TIAB] OR Colonic [TIAB] OR Sigmoid [TIAB] OR colorectal [TIAB]) AND (neuroendocrine
tumo* [TIAB] OR neuroendocrine carcinoma* [TIAB] OR neuroendocrine neoplasm* [TIAB] OR NET
[TIAB] OR goblet cell carcinoid* [TIAB])) AND (surgery* [TIAB] OR surgical* [TIAB] OR operati*
[TIAB] OR operated [TIAB] OR resection* [TIAB] OR Colectom* [TIAB])

#4 #1 OR #2 OR #3

mby M 169
[EEhEE Web]

#1 PR WAIESS o AVERAYIEE:/TH and GREIESS/TH or #68/TH)

#2 RN ILIES; /TH and GREIESS » SVEFIGHEE/TH or #505  SVEHIGHEE/TH)

#3  AEN S RESS/TH and GERESS/TH or #55/TH) and /L3718 TH

#4 (RN AIESS /T A or HFEN S WAE/TA or FEENSM DS A/ TA or FiIFEMNSTWA >~ /TA or NEC/TA
or NET/TA or #)VF /A4 F/TA) and ##5/TA and (4VBF/TA or FAli/TA or YI/TA or & /TA)

#5 #1or #2or #3 or #4

mby M 204 fF

CQ12 [EiE NET OFIHEN S HRINS M X ah ?
[PubMed]

#1 (("Neuroendocrine Tumors/surgery' [Mesh] AND ("Rectal Neoplasms" [Mesh] OR "Rectum" [Mesh]))
OR ("Neuroendocrine Tumors" [Mesh] AND ("Rectal Neoplasms/surgery" [Mesh] OR "Rectum/sur-
gery'[Mesh])))

#2 '"Neuroendocrine Tumors/therapy" [Mesh] AND "Digestive System Surgical Procedures’ [Mesh] AND
("Rectal Neoplasms" [Mesh] OR "Rectum" [Mesh])

#3  ((Rectum® [TIAB] OR Rectal [TIAB]) AND (neuroendocrine tumo* [TIAB] OR neuroendocrine carci-
noma* [TIAB] OR neuroendocrine neoplasm* [TIAB] OR NET [TIAB] OR goblet cell carcinoid*
[TIAB])) AND (surgery® [TIAB] OR surgical* [TIAB] OR operati* [TIAB] OR operated [TIAB] OR
resection® [TIAB])

#4 #1 OR #2 OR #3

mby M 201 fF
[EghsE Web)

#1 PR WIESS © SVEHA9HREE/TH and (EIESS/TH or 5/ TH)

#2 HEN I ESS /TH and (ERAESS © SMEHOHRE/TH or B8 © 4VEHIGHRE/TH)

#3 RN WAMESS /TH and (ER8E /TH or B /TH) and WH{b#s94E/ TH

#4  CAEEAN - WAIEY /TA or fREN - IARE/TA or AN WASA/TA or fiFENZWA A~ /TA or NEC/TA
or NET/TA or #)VF /4 ¥/TA) and EH/TA and 4+8F/TA or FAli/TA or YIF:/TA or ¥i&/TA)

#5 #1or #2 or #3 or #4

mboy MEE 2454

CQ13 EELSDEEE NEC OFinaEm SR I NS ah ?
[PubMed]
#1 (("Carcinoma, Neuroendocrine/surgery"' [Mesh] AND ("Gastrointestinal Neoplasms' [Mesh] OR "Gas-
trointestinal Tract" [Mesh])) OR ("Carcinoma, Neuroendocrine" [Mesh] AND ("Gastrointestinal
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Neoplasms/surgery" [Mesh] OR "Gastrointestinal Tract/surgery" [Mesh])))

#2 "Carcinoma, Neuroendocrine/therapy" [Mesh] AND "Digestive System Surgical Procedures" [Mesh]
AND ("Gastrointestinal Neoplasms'[Mesh] OR "Gastrointestinal Tract" [Mesh])

#3 (Gastrointestinal Tract* [TIAB] AND (neuroendocrine carcinoma® [TIAB] OR NEC [TIAB])) AND
(surgery* [TIAB] OR surgical* [TIAB] OR operati* [TIAB] OR operated [TIAB] OR resection®
[TIAB])

#4 #1 OR #2 OR #3

mey M 7T
[E=ohEE Web]

#1 MBRENSIE o AVEHIREE/TH and (B BRES:/TH or 51t/ TH)

#2 RN WE/TH and (EIBHESS  ZVRHGFRE/TH or THALE | 4R/ TH)

#3  MREAN S WRE/TH and (B BIE%;/TH or iH{LE /TH) and #H1b##718t/TH

#4  CAREN 7 WE/TA or AENTWASA/TA or MfENTWAT > /TA or MFEN - WMIEHRE/TA or fiFEA
WK ASA /TA or MFEMNGWMINEA > /TA or NEC/TA) and {H{t%& /TA and (J}EH/TA or Fli/
TA or 9JB/TA or ¥ /TA)

#5 #1or #2 or #3 or #4

mby M 46 7

COLUMN 1 NEN [E8I[F BIREVRRilTERDBBERZE
[PubMed]

#1 '"Neuroendocrine Tumors/surgery” [Majr] AND radical [TIAB] AND ("Prognosis"' [Mesh : NoExp] OR
"Disease-Free Survival' [Mesh] OR "Postoperative Care"[Mesh] OR "Follow-Up Studies" [Mesh])

#2 "Neuroendocrine Tumors/therapy' [Majr] AND "Digestive System Surgical Procedures’ [Mesh] AND
radical [TIAB] AND ("Prognosis" [Mesh : NoExp] OR "Disease-Free Survival' [Mesh] OR "Postopera-
tive Care" [Mesh] OR "Follow-Up Studies" [Mesh])

#3  (neuroendocrine tumo* [TIAB] OR neuroendocrine carcinoma* [TIAB] OR neuroendocrine neoplasm*
[TIAB] OR NET [TIAB] OR NEN [TIAB] OR NEC [TIAB]) AND (surgery* [TIAB] OR surgical*
[TIAB] OR operati* [TIAB] OR operated [TIAB] OR resection* [TIAB] OR enucleation* [TTAB] OR
duodenectom® [TIAB] OR pancreatectom*® [TIAB] OR Whipple's procedure® [TTAB]) AND radical
[TIAB] AND (Prognosis [TIAB] OR surveillance [TIAB] OR Postoperative [TIAB] OR Follow-Up*
[TIAB] OR observation period* [TTAB] OR "visit interval' [TIAB])

#4 #1 OR #2 OR #3

mby M 144 1

[EEohEE Web]
#1 AP ESS  ALRHGHREE/TH and MRiA/TA and (@ T /TH or M55E7E/TH or i/ TH or
JBERFZE/TH)

#2 AN AESS /TH and THAL#R5VEE/TH and #RiG/TA and (@ F1%/TH or #5%417/TH or MifRE 5/
TH or i&FFHFZE/TH)

#3  CAREN WA ESS /TA or fFEN ARG/ TA or MIHEN WA A/TA or #ifEMN WA~ /TA or NEC/TA
or NET/TA or NEN/TA or #)VF /A4 ¥/TA) and #Bi&/TA and JEH/TA or F45/TA or HIK:/TA
or ¥8iE/TA) and (SACI##:/TA or SASI ¥4 /TA or V) ¥ /3Higw#/TA or %> 7 ¥ 7)) VNEiY)
f:/TA or ff§zfe/TA or 27 P L A%+ ~/TA or DOTATOC/TA or Ki-67/TA or #4845/ TA or
"Computed Tomography"/TA or EOB-MRI/TA or JZEBE W /TA or 74U —7 v 7/TA or %—~A
F v A/TA or BIZHM/TA or #FKEHME/TA or &5#3F/TA or 7 0E2 5 =" A/TA or NSE/
TA or Mita#liBi#2/TA or £BER%ZE/TA)

#4 #1or #2or #3

=ty MEE 1037

COLUMN 2 NEN [cxd B EEEHEFMiDIRIK
[PubMed]
#1 "Neuroendocrine Tumors/surgery' [Mesh] AND ("Laparoscopy" [Mesh] OR "Laparoscopes' [Mesh])
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AND ("Pancreatic Neoplasms'[Mesh] OR "Pancreas" [Mesh])

#2 "Neuroendocrine Tumors" [Mesh] AND ("Laparoscopy' [Mesh] OR "Laparoscopes’ [Mesh]) AND
("Pancreatic Neoplasms/surgery' [Mesh] OR "Pancreas/surgery’ [Mesh])

#3 "Neuroendocrine Tumors/therapy"' [Mesh] AND "Digestive System Surgical Procedures’ [Mesh] AND
("Laparoscopy” [Mesh] OR "Laparoscopes' [Mesh]) AND ("Pancreatic Neoplasms' [Mesh] OR "Pancre-
as' [Mesh])

#4  (neuroendocrine tumo® [TIAB] OR neuroendocrine carcinoma® [TIAB] OR endocrine tumo* [TIAB]
OR endocrine carcinoma* [TIAB] OR NEN [TIAB]) AND (pancreatic [TIAB] OR pancreas [TIAB])
AND (surgery* [TIAB] OR surgical* [TIAB] OR operati* [TIAB] OR resection® [TIAB] OR enucle-
ation* [TIAB] OR duodenectom* [TIAB] OR pancreatectom® [TIAB] OR dissection* [TIAB] OR Whip-
ple's procedure® [TIAB]) AND laparoscop® [TIAB]

#5 #1 OR #2 OR #3 OR #4

mby M 731
[EchsE Web]

#1 RN RESS o AMEH#RE:/TH and (BERESE/TH or BEFESE:/TH) and (BERSAESS/TH or FEl&/TH)

#2 REN S IESS /TH and (FEHESE/TH or BENESEE:/TH) and (BEMEIESS © Z1RHAOHEE/TH or BENE & 41E
e/ TH)

#3  FREEN T WIESS/TH and HALZE7VEE/TH and (BEFESE/TH or BEMESRH:/TH) and (BEBEIES/TH or
fi/TH)

#4 (AR IAIES; /T A or MREPIZMIME/TA or FEEPNIAAS A/ TA or MHREPIUWAA > /TA or W4T UWAME
B/ TA or WHHIME/TA or WorASA/TA or WM~ /TA or NEN/TA) and #/TA and HEHESE/
TA and (J4EF/TA or Fili/TA or G1K/TA or $8i&/TA)

#5 #1or #2 or #3 or #4

mb oy M 56174

COLUMN 3 NEN [E8(} 3RIEBZHNIRERBODER
[PubMed]

#1 "Neuroendocrine Tumors/surgery’ [Mesh] AND ("Lymphatic Vessels" [Mesh] OR "Lymph Nodes"
[Mesh] OR "Lymph Node Excision" [Mesh] OR "Lymphatic Metastasis' [Mesh]) AND ("Pancreatic
Neoplasms' [Mesh] OR "Pancreas" [Mesh])

#2 "Neuroendocrine Tumors' [Mesh] AND ("Lymphatic Vessels" [Mesh] OR "Lymph Nodes" [Mesh] OR
"Lymph Node Excision" [Mesh] OR "Lymphatic Metastasis' [Mesh]) AND ("Pancreatic Neoplasms/sur-
gery" [Mesh] OR "Pancreas/surgery" [Mesh])

#3 "Neuroendocrine Tumors/therapy" [Mesh] AND "Digestive System Surgical Procedures’ [Mesh] AND
("Lymphatic Vessels" [Mesh] OR "Lymph Nodes" [Mesh] OR "Lymph Node Excision" [Mesh] OR "Lym-
phatic Metastasis' [Mesh]) AND ("Pancreatic Neoplasms' [Mesh] OR "Pancreas" [Mesh])

#4 (neuroendocrine tumo* [TIAB] OR neuroendocrine carcinoma* [TTAB] OR carcinoid* [TTAB] OR neu-
roendocrine neoplasm* [TTIAB] OR NEN [TIAB]) AND (pancreatic [TIAB] OR pancreas [TIAB] OR
gastrinoma® [TTAB]) AND (Ilymphovascular* [TIAB] OR lymphnode* [TIAB] OR lymph node* [TIAB]
OR lymphatic [TIAB] OR vascular [TIAB] OR endothelium* [TIAB]) AND (surgery* [TIAB] OR sur-
gical* [TIAB] OR operati* [TIAB] OR operated [TIAB] OR resection* [TIAB] OR gastrectom® [TIAB]
OR antrectom*[TIAB] OR EMR[TIAB] OR ESD [TIAB] OR invasion [TIAB] OR metastasis [TIAB])

#5 #1 OR #2 OR #3 OR #4

mby M 2431
[t Web]

#1 PR WIESS  VEHEYFRZE/TH and (V) >~ /8Hi/TH or ) > 78EigkE/TH or V) > 7% /TH or V) ¥ /%
1THHER /TH) and (ENEIESS/TH or FElig/ TH)

#2 RN IIESS/TH and (V) > 738i/TH or V) ¥ /3HEi#hiE/TH or V) ¥ 73 /TH or ) ¥ 7347 14%85% /TH)
and (BENERESS o YVRHIGE:/TH or BN S #VEHIGIE T / TH)

#3 MRS WES/TH and {L35VEH/TH and () ¥ 738i/TH or V) ¥/ SHigki/TH or VU > /%% /TH or
) ¥ 23 EERS /TH) and (BEBEIERS/TH or &/ TH)
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#4  (FRREP S IIEE /TA or MHEPZILNE/TA or TRENFILASA/TA or MHERNZLAT > /TA or W4T UWAE
#/TA or WHWME/TA or WowhhsA/TA or W7~ /TA or NEN/TA) and J/TA and (V) > /¥
#/TA or V) »/3Hi/TA or IR%&E/TA or #lk/TA) and (#MFF/TA or Fili/TA or YIER/TA or ¥/
TA or #%ii/TA or 28 /TA or 84 /TA)

#5 #1or #2 or #3 or #4

mby M 159 4

COLUMN 4 BHEI(CF49 B NEN ODiRHE & FHinEn
[PubMed]

#1 ("Neuroendocrine Tumors/surgery" [Mesh] OR "Neuroendocrine Tumors/pathology" [Mesh]) AND
("Biliary Tract Neoplasms" [Mesh] OR "Biliary Tract'[Mesh])

#2 '"Neuroendocrine Tumors"' [Mesh] AND ("Biliary Tract Neoplasms/surgery" [Mesh] OR "Biliary Tract
Neoplasms/pathology" [Mesh] OR "Biliary Tract/surgery"’ [Mesh] OR "Biliary Tract/pathology"
[Mesh])

#3 "Neuroendocrine Tumors/therapy" [Mesh] AND "Digestive System Surgical Procedures" [Mesh] AND
("Biliary Tract Neoplasms" [Mesh] OR "Biliary Tract' [Mesh])

#4  (neuroendocrine tumo* [TIAB] OR neuroendocrine carcinoma* [TIAB] OR carcinoid* [TIAB] OR neu-
roendocrine neoplasm* [TIAB] OR NEN [TIAB]) AND (Biliary Tract* [TIAB] OR Bile Duct® [TIAB]
OR Gallbladder* [TIAB]) AND (surgery* [TIAB] OR surgical* [TIAB] OR operati* [TIAB] OR operat-
ed [TIAB] OR resection* [TIAB])

#5 #1 OR #2 OR #3 OR #4

mby MR 129
[EEohEE Web]

#1 CAREN W ESS © ZVEHHE:/ TH or #FEN - ARESS © #5852/ TH) and (JH:EfE%;/TH or fHiE/TH)

#2 RN WAESS/TH and (BHIERESS © SVEHAOHEE/TH or IHENES; ; #BES/TH or HE ; SVEHAOHEE/
TH or HE : #E4:/TH)

#3 RN WAMESS /TH and HAL#5M/TH and (RHEES; /TH or fHiE/TH)

#4  CRREN WA ESS /TA or MRENZWE/TA or MfENTWASA/TA or MRENZWA > /TA or N5 WIE
#/TA or NaWE/TA or NaWADSA/TA or W4Wh# >~ /TA or NEN/TA) and (JHiE/TA or JHE/
TA or fH3%/TA) and (4VEt/TA or F4li/TA or YIK/TA or 2% /TA or fKHL/TA)

#5 #1or #2 or #3 or #4

mby M 210 -

sds KRR - E2H0E

CQ1-1 B NET [CxT 2 ARBHILIFRDER S &K UHERS NS FHRIah ?
CQ1-2 6% NET [T 3 NIRIRMLIBR DB S & ORI N3 FHE@H ?
CQ1-3 B - #8015 NET [Cx 9 2 NiRIRHIFROBERS &K THREI N2 FRREah ?
[PubMed]
#1 "Neuroendocrine Tumors/therapy" [Mesh] AND "Gastrointestinal Neoplasms' [Mesh]
#2 '"Neuroendocrine Tumors' [Mesh] AND "Gastrointestinal Neoplasms/therapy” [Mesh]
#3 "Endoscopy" [Mesh] OR "Endoscopes" [Mesh]
#4 (gastrointestinal neuroendocrine tumo* [TIAB] OR gastrointestinal carcinoid tumo* [TIAB] OR gastro-
intestinal NET* [TIAB]) AND (endoscopic therap® [TIAB] OR endoscopic mucosal resection® [TIAB]
OR endoscopicsubmucosal dissection® [TIAB] OR Transanal endoscopic microsurger* [TIAB])
#5 ((#1 OR #2) AND #3) OR #4
mby M 197
[EEdhsE Web]
#1 AR WAEYS/TH and B BMESS/TH and (SH =i, SMEHOHEE:)
#2 PSP/ TH or WS/ TH
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#3 (LB WESS/TA or LB VF /4 F/TA) and (PHLEENIERE/TA or PARSERY KSR L]
Fx/TA or WAHSERURGIE T REREE/TA or FILMIMANEE T~ A 7 0% —2 v ) —/TA)
#4 (#1 and #2) or #3
=y M 781

CQ2 [ - H{EE NEN QA MIEIR IS U THEES NS EYREEEII @D ?
[PubMed]

#1 "Neuroendocrine Tumors/drug therapy" [Mesh] AND ("Gastrointestinal Neoplasms' [Mesh] OR "Pan-
creatic Neoplasms' [Mesh]) AND ("Endocrine System Diseases' [Mesh] OR "Endocrine System"
[Mesh])

#2 "Neuroendocrine Tumors" [Mesh] AND ("Gastrointestinal Neoplasms/drug therapy’ [Mesh] OR "Pan-
creatic Neoplasms/drug therapy"' [Mesh]) AND ("Endocrine System Diseases" [Mesh] OR "Endocrine
System" [Mesh])

#3 "Neuroendocrine Tumors" [Mesh] AND ("Gastrointestinal Neoplasms' [Mesh] OR "Pancreatic Neo-
plasms" [Mesh]) AND ("Drug Therapy" [Mesh] OR "Somatostatin/analogs and derivatives" [Mesh])
AND ("Endocrine System Diseases"' [Mesh] OR "Endocrine System" [Mesh])

#4  (Neuroendocrine neoplasm* [TIAB] OR Functioning neuroendocrine tumo* [TIAB] OR insulinoma*
[TIAB] OR glucagonoma* [TTAB] OR gastrinoma®* [TIAB] OR VIPoma* [TTAB] OR somatostatinoma*
[TIAB] OR carcinoid syndrome* [TIAB]) AND endocrine* [TIAB] AND (somatostatin analog*[TIAB]
OR drug therap* [TIAB] OR chemotherap* [TIAB] OR pharmacotherap* [TIAB] OR medical treat-
ment” [TIAB])

#5 #1 OR #2 OR #3 OR #4

mby M 2151
[EEhsE Web]

#1 PEERN A WIESS o 3EM9RE:/TH and (BESS/TH or BEIESS/TH) and (N WsREE/TH or MM
F/TH)

#2 MRENWAES/TH and (B BRHESS ; 3899/ TH or BEREIESS ; SEWBE/TH) and (NA-REE/
TH or W4534%/TH)

#3 RN ESS/TH and (BIES/TH or WERNES;/TH) and (3E4#/TH or Somatostatin ; EBfA
- FEAR/TH) and (N5 #EE/TH or W45-s%/TH)

#4 (YU WESS/TA or BERIFRENWMESS/TA or BEREMEARREAN - WAER: /TA or £ >~ A1) ) —
</TA or ZVWHT/)—=</TA or "ANY ) —=</TAor VY NA¥F /) —</TA or INVF /A FIiE
R/ TA or VIP 4+ —~/TA or VIP @A S /TA) and W5/ TA and CGEMIGRE/TA or WEHAR/
TA or L2/ TAor VY MNAYF 7 Fu 7 /TA)

#5 #1lor #2 or #3 or #4

mboy MEE 190 #:

CQ3 R EMRERZN SE - JH(EE NEN [CiThNSEEAah ?
[PubMed]
#1 ("Neuroendocrine Tumors/therapy' [Mesh] AND "Neuroendocrine Tumors' [Majr]) AND "Digestive
System Neoplasms" [Majr] AND ("Neoplasms/secondary" [Majr] OR "Neoplasm Metastasis" [Majr])
#2 (Neuroendocrine neoplasm® [TIAB] OR neuroendocrine tumo* [TIAB] OR neuroendocrine carcinoma*
[TIAB] OR NEN[TIAB] OR NET[TIAB] OR NETs[TIAB] OR NEC[TIAB]) AND (therap*[TIAB]
OR chemotherap* [TIAB] OR treatment* [TIAB] OR Cytoreduction® [TIAB] OR Debulking* [TIAB]
OR Palliation* [TIAB] OR Somatostatin analog* [TIAB] OR Sunitinib* [TTAB] OR Lanreotide* [TIAB]
OR everolimus* [TIAB] OR PRRT [TIAB] OR Hepatectom® [TIAB] OR Primary resection* [TIAB])
AND (pancreatic* [TIAB] OR Gastrointestin* [TIAB]) AND (metasta® [TIAB] OR secondar* [TIAB])
#3 #1 OR #2
mby MEE 470 R
[EEhEE Web]
#1 PRI IESS © G/ TH
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#2 (HALSRIESE/TH
#3  FES M/ TH or 5/ TH
#4  (MRENWIES/TA or MFENGWE/TA) and #58/TA and (JEIE/TA or #E/TA or BETAlr/
TA) and (BE/TA or L& /TA)
#5 (#1 and #2 and #3) or #4
mby MR 217

CQ4 [ - jHILE NEN OBRREICITON GRS ah ?
[PubMed]

#1 "Neuroendocrine Tumors/therapy” [Mesh] AND "Digestive System Neoplasms' [Mesh] AND ("Neo-
plasm Recurrence, Local' [Mesh] OR "Recurrence" [Mesh])

#2 "Neuroendocrine Tumors" [Mesh] AND "Digestive System Neoplasms/therapy' [Mesh] AND ("Neo-
plasm Recurrence, Local" [Mesh] OR "Recurrence" [Mesh])

#3  (Neuroendocrine neoplasm® [TIAB] OR neuroendocrine tumo* [TIAB] OR neuroendocrine carcinoma®
[TIAB] OR NEN [TIAB] OR NET [TIAB] OR NEC [TIAB]) AND (therap® [TIAB] OR chemother-
ap* [TIAB] OR treatment* [TIAB] OR Cytoreduction* [TIAB] OR Debulking* [TIAB] OR Palliation*
[TIAB] OR Somatostatin analog® [TIAB] OR Sunitinib* [TIAB] OR Lanreotide® [TIAB] OR everolim-
us* [TIAB] OR PRRT [TIAB] OR Hepatectom® [TIAB] OR Primary resection® [TIAB]) AND (pancre-
atic* [TTAB] OR Gastrointestin* [TIAB]) AND recurren* [TIAB]

#4 #1 OR #2 OR #3

mby M 184 1
[EEdhEE Web]

#1 PR ILIESS © WG/ TH

#2  HALERIES;/TH

#3 FMEBEFSE/TH or F3%8/TH

#4  (FHEPN W IESS/TA or NSRS/ TA) and 56/ TA and GE#E/TA or #E/TA or HmTil/
TA) and (FE/TA or JH{LE/TA)

#5 (#1 and #2 and #3) or #4

mey M 761

CQ5-1 B NET [ U TSRS N3 HEREREah ?
CQ6 [ NEC [cxt U THERSI NS RESRI @, ?
[PubMed]

#1 '"Neuroendocrine Tumors/therapy" [Majr] AND ("Pancreatic Neoplasms" [Mesh] OR "Pancreas"”
[Mesh])

#2 "Neuroendocrine Tumors" [Mesh] AND "Pancreatic Neoplasms/therapy' [Majr]

#3  (("Neuroendocrine Tumors" [Majr] AND "Pancreatic Neoplasms" [Mesh]) OR ("Neuroendocrine Tu-
mors' [Mesh] AND "Pancreatic Neoplasms' [Majr])) AND ("Drug Therapy' [Mesh] OR "Somatostatin/
analogs and derivatives" [Mesh])

#4 (Neuroendocrine neoplasm® [TIAB] OR Pancreatic neuroendocrine tumo® [TIAB] OR Pancreatic endo-
crine tumo® [TIAB] OR Islet tumo* [TIAB] OR Gastroenteropancreatic neuroendocrine tumo* [TIAB]
OR Poorly differentiated pancreatic neuroendocrine carcinoma* [TIAB] OR ((NEN [TIAB] OR NET
[TIAB] OR NEC [TIAB]) AND (pancreas [TIAB] OR pancreatic [TIAB]))) AND (drug therap*
[TIAB] OR chemotherap*[ TIAB] OR pharmacotherap*[ TIAB] OR Molecular targeted therap*[TIAB]
OR Somatostatin analog* [TIAB])

#5 #1 OR #2 OR #3 OR #4

mby M 494
[EEdhEE Web]

#1 PR IAIESS o SEYHEE/TH and NSRS/ TH

#2 MR BERS /TH and BEBSIESS © S8k /TH

#3 AR WAES; /TH and BEfgfEd;/TH and (GE¥9:/TH or Somatostatin ; FEME - Ak /TH)

169
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#4 (BRI WIESS /TA or BEPIWAESS/TA or BEBIESS/TA) and (FUIEHSSE/TA or 3EWIEH/TA or
T REERRE/TA or {LF %5/ TAor VY MRS F 7 F a7 /TA)
#5 #1or #2 or #3 or #4
mby M 180 -

CQ5-2 H{EE NET [Cx U THRES N B HESE @ ?
CQ6 H{EE NEC [CW U THERESI NS MEREE @D ?
[PubMed]

#1 "Neuroendocrine Tumors/therapy" [Majr] AND ("Gastrointestinal Neoplasms" [Mesh] OR "Gastrointes-
tinal Tract" [Mesh])

#2 "Neuroendocrine Tumors' [Mesh] AND "Gastrointestinal Neoplasms/therapy" [Majr]

#3  (("Neuroendocrine Tumors" [Majr] AND "Gastrointestinal Neoplasms' [Mesh]) OR ("Neuroendocrine
Tumors" [Mesh] AND "Gastrointestinal Neoplasms' [Majr])) AND ("Drug Therapy" [Mesh] OR "Cyto-
toxins/therapeutic use' [Mesh] OR "Interferons/therapeutic use' [Mesh] OR "Somatostatin/analogs and
derivatives" [Mesh])

#4  (Neuroendocrine neoplasm* [TIAB] OR neuroendocrine tumo* [TIAB] OR neuroendocrine carcinoma*
[TIAB] OR NEN [TIAB] OR NET [TIAB] OR NEC [TIAB]) AND (drug therap* [TIAB] OR chemo-
therap® [TIAB] OR pharmacotherap® [TIAB] OR Molecular targeted therap* [TTAB] OR Somatostatin
analog® [TIAB] OR Cytotoxic Agent* [TIAB] OR Interferon® [TIAB]) NOT medline [SB]

#5 #1 OR #2 OR #3 OR #4

mv oy M 5171
[EEthEE Web]

#1 AR WAESS - SR/ TH and (BIEYS/TH or WL/ TH)

#2 MR EESS/TH and B IGHEY; » M/ TH

#3  AREN S ESS/TH and (B IIESS/TH or W/ /TH) and (3E¥##3:/TH or Somatostatin ; FHAMA -
ik /TH)

#4  (ARENWIES/TA or MRS WHE/TA) and (JUIEBSSE/TA or BMAZMEPIOSAHI/TA or 5 TR
3 /TA or {LFFE/TA or VY NAFF > T7F07/TA)

#5 #1lor #2 or #3 or #4

mby M 1514

CQ7 B - JH{LE NEN OUIFRTEERTERRE IO U CHER S N3 /AR D ?
[PubMed]

#1 ("Neuroendocrine Tumors/therapy” [Majr] OR "Endocrine Gland Neoplasms/therapy" [Majr]) AND
"Digestive System Neoplasms/secondary' [Mesh]

#2  ("Neuroendocrine Tumors/therapy" [Mesh] OR "Neuroendocrine Tumors/pathology’ [Majr]) AND
"Liver Neoplasms/secondary” [Mesh] AND ("Liver Neoplasms/therapy" [Mesh] OR "Embolization,
Therapeutic' [Mesh] OR "Catheter Ablation" [Mesh])

#3  (Neuroendocrine neoplasm* [TIAB] OR neuroendocrine tumo* [TIAB] OR neuroendocrine carcinoma*
[TIAB] OR NEN [TIAB] OR NET [TIAB] OR NEC [TIAB]) AND (therap* [TIAB] OR chemother-
ap*[TIAB] OR treatment*[TIAB] OR management* [TIAB] OR Hepatic arterial embolization* [TIAB]
OR Chemoembolization* [TIAB] OR Transcatherter arterial embolization* [TIAB] OR Transcatherter
arterial chemoembolization* [TTAB] OR Radiofrequency ablation® [TIAB]) AND liver metasta* [TIAB]

#4 #1 OR #2 OR #3

mby MR 4741
[EEchEE Web]

#1 R IIES | 6%/ TH

#2 IFRRRES et/ TH

#3  WFHRRESS © B9/ TH or 28424l /TH or 71 7 — 7 VUIBRA/TH

#4  CAEN S WIESS /TA or fEN W/ TA) and iz /TA or Ml##zFE/TA) and (iG#/TA or JFAET
L/ TA or FFENIRZERHREE/TA or AFEIIRILEZEARHETE/TA or 7 ¥ A WhElIHEE/TA)
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#5 (#1 and #2 and #3) or #4
=ty M 11814

CQ8 [ - jBH{EE NEN [Cx U THliad - i OMEEEIHREINZ M ?
[PubMed]

#1 "Neuroendocrine Tumors/therapy" [Mesh] AND "Digestive System Neoplasms" [Mesh] AND ("Chemo-
therapy, Adjuvant" [Mesh] OR "Radiotherapy, Adjuvant" [Mesh] OR "Chemoradiotherapy, Adjuvant"

[Mesh])

#2 '"Neuroendocrine Tumors' [Mesh] AND "Digestive System Neoplasms/therapy' [Mesh] AND ('Chemo-
therapy, Adjuvant” [Mesh] OR "Radiotherapy, Adjuvant" [Mesh] OR "Chemoradiotherapy, Adjuvant"

[Mesh])

#3  (Neuroendocrine neoplasm* [TIAB] OR neuroendocrine tumo* [TIAB] OR neuroendocrine carcinoma*

[TIAB] OR NEN [TIAB]) AND (therap* [TIAB] OR chemotherap® [TIAB] OR treatment* [TIAB]

OR radiotherap® [TIAB] OR chemoradiotherap* [TIAB]) AND (Adjuvant* [TIAB] OR Postoperative*

[TIAB]) AND (pancreatic* [TIAB] OR Gastrointestin* [TIAB])
#4 #1 OR #2 OR #3
mvy M 17217

[EEthEE Web]
#1 AEAIBIESS G/ TH and (EMIS?&HE /TH
#2 ffaaf%Wé}(zﬁEr/TH and {H{LEIENS © it/ TH

#3 TV aNy MEEEEE/TH or 7 ¥ 28Ny MRS/ TH or 7 ¥ 23 M # L%/ TH
#4 (AR WIESS/TA or FHEN5WHE/TA) and (5% /TA or 72 23 b /TA) and ({G#/TA or #
#%:/TA or & Fii/TA) and (F&/TA or {HILE/TA)
#5 ((#1 or #2) and #3) or #4
mey M 1391

CQ9 [ - H{EE NEN [OW U TREHREEEHEINS N ?
[PubMed]

#1 "Neuroendocrine Tumors/radiotherapy" [Majr] AND "Digestive System Neoplasms' [Mesh]

#2 "Neuroendocrine Tumors' [Mesh] AND ("Radiopharmaceuticals/therapeutic use" [Majr] OR "Yttrium
Radioisotopes/therapeutic use" [Mesh] OR (" (177lutetium-DOTA (O) Tyr3) octreotate" [Supplementary
Concept] AND "Organometallic Compounds/therapeutic use" [Majr])) AND "Digestive System Neo-
plasms" [Mesh]

#3 (Neuroendocrine neoplas* [TIAB] OR neuroendocrine tumo* [TIAB] OR neuroendocrine carcinoma®*
[TIAB] OR Carcinoid tumo* [TIAB] OR NEN [TIAB]) AND (radiotherap* [TIAB] OR radiation ther-
ap* [TIAB] OR Peptide receptor radionuclide therap® [TIAB] OR Radioisotope* [TIAB]) AND (pan-
creatic* [TIAB] OR Gastrointestin* [TIAB] OR digestive* [TIAB])

#4 #1 OR #2 OR #3

mey M 176 1
[EEThEE Web]

#1 PRI IESS © U/ TH and TH/L#sIES;/ TH

#2 MRENIAIEYS /TH and W LARIES; Bt/ TH

#3 AR WA BESS/TH and W b#RME%/TH and Ottt SE G MR/ TH or "Yttrium Radioiso-
topes ; {HEEMIFIH "/TH or (" (177Lutetium-DOTA (O) Tyr3) Octreotate’'/TH and HH&EILEY |
GHFH/TH))

#4 (AN WSS/ TA or MFEN ARG/ TA or #1IVF /7 4 K/TA) and (ltidfiseik/TA or BHiA©E/
TAor 7474V M—TWNEFHEL/TA or RIIGHE/TAor VI MNAYF»7Fu7/TA or RTF N
Lt 7% —/TA) and (J#/TA or L& /TA)

#5 #1lor #2 or #3 or #4

mby M 681
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£23= MENT/VHL

CQ1 EDKSIEE - JBLEE NET TMENT/VHL ZRSREN ?
[PubMed]

#1 ("Multiple Endocrine Neoplasia Type 1/diagnosis’ [Majr] OR "von Hippel-Lindau Disease/diagnosis'
[Majr]) AND ('Digestive System Neoplasms' [Mesh] OR "Hypercalcemia” [Mesh] OR "Hyperparathy-
roidism" [Mesh] OR '"Pituitary Neoplasms" [Mesh] OR "Non functioning pancreatic endocrine tumor”
[Supplementary Concept] OR "Adrenal Gland Neoplasms" [Mesh] OR "Thymus Neoplasms" [Mesh] OR
"Angiofibroma" [Mesh] OR "Carcinoma, Renal Cell' [Mesh] OR "Hemangioblastoma" [Mesh] OR "Pheo-
chromocytoma" [Mesh])

#2 ("Multiple Endocrine Neoplasia Type 1" [Majr] OR "von Hippel-Lindau Disease” [Majr]) AND ("Diges-
tive System Neoplasms/diagnosis' [Mesh] OR "Hypercalcemia/diagnosis’ [Mesh] OR "Hyperparathy-
roidism/diagnosis" [Mesh] OR "Pituitary Neoplasms/diagnosis’ [Mesh] OR "Adrenal Gland Neoplasms/
diagnosis' [Mesh] OR "Thymus Neoplasms/diagnosis’ [Mesh] OR "Angiofibroma/diagnosis’ [Mesh] OR
"Carcinoma, Renal Cell/diagnosis' [Mesh] OR "Hemangioblastoma/diagnosis' [Mesh] OR "Pheochromo-
cytoma/diagnosis’ [Mesh])

#3  ("multiple endocrine neoplasia type 1" [TTAB] OR MEN1 [TIAB] OR "von Hippel-Lindau disease"
[TIAB] OR VHL [TIAB]) AND (diagnos* [TIAB] OR symptom* [TIAB]) AND (pancreatic* [TIAB]
OR Gastrointestin* [TTAB] OR digestive* [TTAB] OR hypercalcemia* [TIAB] OR hyperparathyroidism*
[TIAB] OR pituitary tumo* [TIAB] OR prolactinoma* [TIAB] OR insulinoma* [TIAB] OR gastrinoma*
[TIAB] OR non-functioning tumo* [TTAB] OR adrenal tumo* [TIAB] OR thymic tumo* [TIAB] OR an-
giofibroma* [TIAB] OR renal cell carcinoma* [TIAB] OR hemangioblastoma® [TIAB] OR pheochromo-
cytoma® [TIAB]) NOT medline [SB]

#4 #1 OR #2 OR #3

mv oy M 934
[EEhEE Web]

#1 (5NN WES: 1 8 2 /TH or "von Hippel-Lindau ¥% : #Z W "/TH) and (JH1te#iE#/TH or &7
Vo AliE/TH or GIHUIRBRBERETCHESE /TH or NIE(RIES;/TH or EIEMES/TH or MaPghE%;/ TH or
MM HRHERE /TH or BHIIEHE/TH or M ZFME/TH or %8 MiwfE,/TH)

#2 (&5 wES 1 % /TH or "von Hippel-Lindau %% "/TH) and (H{b2slES: : &2 W/ TH or Eh IV
LIE W/ TH or @I FCIRERASAETCHESE © 32Wi/TH or FEAKRNESS © 22Wi/TH or BIEIES: ; 22/ TH
or MIBIES; ; Wi/ TH or MAEMAENE 5 2207/ TH or E-HIEHE © BT/ TH or ME3FNE ; Wi/ TH or 18
telalE ; W/ TH)

#3  (MEN1/TA or 51N 5w ESHE 1 #/TA or VHL/TA or 74 Y& v X)L - J ¥ F735E/TA) and 2
Wr/TA and (BE/TA or #HILE/TA or BH NV o AMIE/TA or BIFIRIRFERETCHERE /TA or T IEAKE
B/TAor 70U 25 /) —=</TAor £ Y A1) /) —=</TA or #A Y /—</TA or FEHEHeIERES/TA
or RIE R EMES;/TA or MBIES;/TA or MEMMENE/TA or BMIEAA/TA or MENE/TA or &
HifaiE/ TA)

#4 #1lor #2 or #3

mby M 971

"

CQ2 [# - B{bE NET B2EICH U THEINS MEN1/VHL DRI YU —ZV J@&E(F@h ?
[PubMed]

#1 ("Neuroendocrine Tumors/diagnosis’ [Mesh] OR "Neuroendocrine Tumors/pathology” [Mesh]) AND
("Multiple Endocrine Neoplasia Type 1" [Mesh] OR "von Hippel-Lindau Disease" [Mesh])

#2 "Neuroendocrine Tumors' [Mesh] AND ("Multiple Endocrine Neoplasia Type 1/diagnosis’ [Mesh] OR
"von Hippel-Lindau Disease/diagnosis"' [Mesh])

#3 "Diagnostic Techniques and Procedures' [Mesh] OR "Biomarkers" [Mesh]

#4 (multiple endocrine neoplasm typel* [TIAB] OR MENI [TIAB] OR "MEN 1" [TIAB] OR Von Hip-
pel-Lindau disease* [TIAB] OR VHL [TIAB]) AND (neuroendocrine tumo*[TIAB] OR neuroendocrine
neoplasm® [TIAB] OR neuroendocrine carcinoma*[TIAB]) AND (diagnos*[TIAB] OR calcium [TIAB]
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OR phosphorus* [TIAB] OR parathyroid hormone* [TIAB] OR PTH [TIAB] OR "fraction excretion of
calcium" [TIAB] OR FECa [TIAB] OR glucose [TIAB] OR insulin [TTAB] OR C-peptide* [TIAB] OR
fasting test* [TIAB] OR mix meal test* [TIAB] OR gastrin* [TIAB] OR intravenous calcium infusion
test* [TTIAB] OR gastric pH monitoring* [TIAB] OR prolactin [TIAB] OR growth hormone* [TIAB]
OR "insulin-like growth factor 1" [TIAB] OR "IGF-1" [TIAB] OR oral glucose tolerance test* [TIAB]
OR OGTT [TIAB] OR adrenalin* [TIAB] OR noradrenalin®* [TTAB] OR metanephrine* [TIAB] OR
normetanephrine* [TIAB] OR ultrasonograph* [TIAB] OR somatostatin receptor scintigraph* [TIAB]
OR SRS [TIAB] OR "Tc¢-99m-MIBI scintigraphy" [TIAB] OR "I-123-MIBG scintigraphy" [TIAB] OR
computed tomograph* [TIAB] OR magnetic resonance imaging* [TIAB] OR MRI [TIAB] OR upper
endoscop* [ TIAB] OR endoscopic ultrasonograph®*[TIAB] OR EUS[TIAB] OR visual field test*[ TIAB]
OR fundoscop* [TIAB] OR slit-lamp exam* [TIAB] OR genetic testing* [TIAB])

#5 ((#1 OR #2) AND #3) OR #4

mby M 7T
[EEgsE Web]

#1 RPN WES:/TH and (38N ESE 1 %1 /TH or "von Hippel-Lindau %% "/TH) and (SH =i,
WEESWT, XM, PO, EEkan, Wiy

#2 WA & ALiE/TH or WM~ — 7 —/TH

#3  (ZHUENTWIESERE 1 B/ TA or 5N WIESE 1 BI/TA or 74 ¥ - €y RV ¥ FIiE/TA or
"von Hippel-Lindau J% "/TA or MEN1/TA or VHL/TA) and (F#EN 4 ESE/TA or Fp#EPN 4 WASE/
TA or #fENZ WA A/TA) and (#2/TA or B/ TA or 1)V 7 A /TA or V) ¥ /TA or RIFURRS
JVE ¥ /TA or PTH/TA or #1 )V 7 AHEMEE/TA or FECa/TA or Ifi#/TA or £ » A" »/TA or C-
~XTF F/TA or #ERAER/TA or IREER/TA or WA MY ¥ /TA or 1)V 7 LAEHERF/TA or B
AWpHE=%") Y27 /TAor 7052 F 2 /TA or liERNVEY/TA or 1 ¥ A YFEERT 1/TA or
IGF-1/TA or fIIHERAMREE/TA or OGTT/TA or 7 KL+ V) ¥ /TAor /)V7 KL F1) Y /TA or A
¥4x719Y/TAor JIVAZ 7Y »/TA or BEW/TA or Tc-9m-MIBI ¥~ F 275 7 4 /TA or V'~
NAZFUZERY YF 757 4/TA or SRS/TA or I123-MIBG ¥ 5% 5 7 14 /TA or CT/TA or
MRI/TA or LH#HALENBSE/ TA or BEMRMNEEE/TA)

#4 (#1 and #2) or #3

mb oy M 517

CQ3 MEN1/VHL Z8S5I15S(CHER I NS FBESNE @ ?
[PubMed]

#1 "Neuroendocrine Tumors/diagnosis’ [Mesh] AND ("Multiple Endocrine Neoplasia Type 1" [Mesh] OR
"von Hippel-Lindau Disease" [Mesh])

#2 "Neuroendocrine Tumors" [Mesh] AND ("Multiple Endocrine Neoplasia Type 1/diagnosis’ [Mesh] OR
"von Hippel-Lindau Disease/diagnosis' [Mesh])

#3 "Diagnostic Techniques and Procedures" [Mesh]

#4 (multiple endocrine neoplasm typel* [TIAB] OR MENI [TIAB] OR "MEN 1" [TIAB] OR Von Hip-
pel-Lindau disease* [TTAB] OR VHL [TIAB]) AND (neuroendocrine tumo* [TIAB] OR neuroendocrine
neoplasm®* [TIAB] OR neuroendocrine carcinoma* [TIAB] OR functioning tumor* [TIAB] OR non-func-
tioning tumor® [TIAB]) AND (diagnos* [TIAB] OR SASI test* [TIAB] OR EUS [TIAB] OR Ultrasono-
graph® [TIAB] OR CT [TIAB] OR MRI [TIAB] OR Somatostatin receptor scintigraph* [TIAB] OR
SRS [TIAB] OR FDG PETCT* [TIAB] OR angiograph* [TIAB]) AND local* [TIAB]

#5 ((#1 OR #2) AND #3) OR #4

mby MEE 481
[EEThEE Web]

#1 AP WES: /TH and (38w iE#s 1 %0/ TH or "von Hippel-Lindau #% "/TH) and (SH =,
WEEZWT, X Bl BURMEARIEZ T, BE s, W)

#2 WA & LS/ TH

#3  (ZEMNTWIESAE 1 B/ TA or Z58MENGIIES; 1 81/ TA or £ WESE [ F/TA or 7 #
Yoy W) Y RYHR/TA or 74 Y v X)) ¥ FYHE/TA or "von Hippel-Lindau #% "/TA or
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MEN1/TA or VHL/TA) and (F#&N5IHES;/TA or i%m WA/ TA or HHEEN S (JA ASA/TA or #
REVERESS/TA or JEFSREMERESS/TA) and (MiZE/TA or ZHi/TA or BTEZWI/TA or HIRHIBNIRPIHIHK
R A/ TA or BEEMNEEE/TA or BEWMA/TA or CT/TA or MRI/TA or V< M A F V5%
k> > 52574 /TA or FDG-PETCT/TA or Il &5/ TA)
#4 (#1 and #2) or #3
=ty MEE 521

CQ4 MEN1/VHL [C# 5 - JBEE NET OFihEN SRS NStk an ?
[PubMed]

#1 '"Digestive System Neoplasms/therapy" [Mesh] AND ("Multiple Endocrine Neoplasia Type 1/surgery"
[Mesh] OR "von Hippel-Lindau Disease/surgery" [Mesh])

#2 'Digestive System Neoplasms/surgery" [Mesh] AND ("Multiple Endocrine Neoplasia Type 1/therapy"
[Mesh] OR "von Hippel-Lindau Disease/therapy" [Mesh])

#3 ("Multiple Endocrine Neoplasia Type 1/therapy" [Mesh] OR "von Hippel-Lindau Disease/therapy"
[Mesh]) AND "Digestive System Surgical Procedures" [Mesh]

#4 (multiple endocrine neoplasm typel* [TIAB] OR MENI1 [TIAB] OR "MEN 1" [TIAB] OR Von Hip-
pel-Lindau disease* [TIAB] OR VHL [TIAB]) AND (digestive [TIAB] OR pancreas* [TIAB] OR pan-
creatic* [TIAB] OR liver [TIAB]) AND (surgery [TIAB] OR surgical [TIAB] OR operation [TIAB]
OR operative [TIAB] OR pancreatectom* [TIAB] OR hepatectom* [TIAB] OR PD [TIAB] OR PPPD
[TIAB] OR SSPPD [TIAB] OR DP [TIAB] OR SpDP [TIAB] OR TP [TIAB] OR PSTP [TIAB] OR
DpPHR [TIAB] OR PPTD [TIAB] OR PSD [TIAB] OR partial resection* [TTAB] OR enucleation*
[TIAB])

#5 #1 OR #2 OR #3 OR #4

me oy M 69 1
[EEdhEE Web]

#1  H bgRlES:/TH and (38195 iEHs 1 %1 /TH or "von Hippel-Lindau %% "/TH) and (SH = #VEFa998:)

#2  (%51MEN4 WS 1 7 /TH or "von Hippel-Lindau 3% "/TH) and {81t#s54%F/TH

#3 (S EMENGIESAE 1 T/ TA or L5 MENGWNER 1 8/ TA or Z5MPNWIEERE TR /TA or 7+
Yoy Y FYIE/TA or 74 vk v X)) ¥ Fo9E/TA or "von Hippel-Lindau % "/TA or
MEN1/TA or VHL/TA) and (B/TA or {H1L& /TA or FEREMERESS /TA or JEMRFEMEIER;/TA) and (F
i/ TA or #fzX/TA or #VEH/TA or YIB/TA or BB/ TA or BE4fsmi/ TA)

#4 #1or #2 or #3

=ty MEE 641

CQ5 MEN1/VHL OB - jE{LE NET [CHER S NS IZBERSEAF @D ?
[PubMed]

#1  ("Neuroendocrine Tumors/diagnosis’ [Mesh] OR "Neuroendocrine Tumors/pathology" [Mesh]) AND
("Multiple Endocrine Neoplasia Type 1" [Mesh] OR "von Hippel-Lindau Disease" [Mesh])

#2 "Neuroendocrine Tumors" [Mesh] AND ("Multiple Endocrine Neoplasia Type 1/diagnosis’ [Mesh] OR
"von Hippel-Lindau Disease/diagnosis' [Mesh] OR "Multiple Endocrine Neoplasia Type 1/pathology”
[Mesh] OR "von Hippel-Lindau Disease/pathology" [Mesh])

#3 "Neuroendocrine Tumors"' [Mesh] AND ("Multiple Endocrine Neoplasia Type 1/" [Mesh] OR "von Hip-
pel-Lindau Disease" [Mesh]) AND "Diagnostic Techniques and Procedures’ [Mesh]

#4 (multiple endocrine neoplasm typel* [TIAB] OR MENI [TIAB] OR "MEN 1" [TIAB] OR Von Hip-
pel-Lindau disease* [TIAB] OR VHL [TIAB] OR Non-functional pancreatic neuroendocrine tumor*
[TIAB] OR Nonfunctional pancreatic neuroendocrine tumor* [TIAB] OR Non-functioning pancreatic
neuroendocrine tumor* [TIAB] OR Nonfunctioning pancreatic neuroendocrine tumor* [TIAB] OR "NF-
PNET" [TIAB] OR "NF-PET" [TIAB]) AND (((Ca [TIAB] OR PTH [TIAB] OR "PRL IGF1" [TIAB]
OR insulin [TIAB] OR glucose [TIAB] OR gastrin [TIAB] OR CT [TIAB] OR MRI [TIAB] OR SRS
[TIAB] OR "Somatostatin receptor scintigraphy" [TIAB] OR PET [TIAB] OR interval [TIAB] OR
"EOB-MRI" [TIAB] OR US [TIAB] OR EUS [TIAB] OR "follow-up" [TIAB] OR postoperative [TIAB]



SERMRSRTC

OR recurrence* [TIAB] OR predict* [TIAB]) NOT medline [SB]) OR surveillance [TIAB])
#5 #1 OR #2 OR #3 OR #4
mey M 229 1
[E=chEE Web]
#1 AR WES: /TH and (38N iES: 1 %1 /TH or "von Hippel-Lindau %% "/TH) and (SH = ZZHf,
WEESWT, XMW, RO, BERsr, W)
#2 MR WESS /TH and (381N 0w E%s 1 51/ TH or "von Hippel-Lindau ¥% "/TH) and kil & L
i&/TH
#3  (ZEEMNTWIESE 1 B/ TA or 38N 5w ER 1 Bl/TA or £ 58N ESETE/TA or 7 #
VeV Y RIRR/TA or 74+ by ¥ K73iE/TA or "von Hippel-Lindau %% "/TA or
MEN1/TA or VHL/TA or FEEEIEFEMAENAES:/TA or HERERIEMFEN 3 AES; / TA or HEREMERE -
THALE RN 738/ TA or BERERVIE - IHALETIREA /W IESS /TA or HERBIERIREM /3 WAESS/ TA or
RERERY AR N WA ESS /TA) and (I Ca/TA or PTH/TA or PRL/TA or IGF/TA or £ ¥ A1) ¥ /TA
or Z)Vva—A/TA or A MY ¥/TA or CT/TA or MRI/TA or SRS/TA or PET/TA or 4 ¥ % —/\
JV/TA or EOB-MRI/TA or US/TA or EUS/TA or EUSFNA/TA or %—~X4 7 > Z/TA or &% /TA
or REEIEE/TA or #it2/TA or FH3/TA or Fill/TA)
#4 #1or #2or #3
mby M 164 1

CQ6 MEN1/VHL DEEFEMREFHREINDH?
[PubMed]

#1 "Multiple Endocrine Neoplasia Type 1/genetics'[Majr] OR "von Hippel-Lindau Disease/genetics" [Majr]
OR "Hyperparathyroidism/genetics" [Majr]

#2 (multiple endocrine neoplasm typel* [TI] OR MEN1 [TI] OR "MEN 1" [TI] OR Von Hippel-Lindau dis-
ease* [TI] OR VHL [TI]) AND ((family history* [TI] OR relative* [TI] OR gene carrier* [TI] OR mu-
tation [TI] OR mutations [TI] OR gene [TI] OR genes [TI] OR genome [TI] OR genomics [TI]) AND
(diagnos* [TIAB] OR testing* [TTIAB] OR counselling* [TIAB]))

#3  (hypercalcemia®* [TI] OR hyperparathyroidism* [TI] OR insulinoma* [TI] OR gastrinoma* [TI] OR glu-
cagonoma* [TI] OR pituitary tumo® [TI] OR prolactinoma* [TI] OR GH-producing tumor* [TI] OR thy-
mic NET* [TI] OR adrenal tumor* [TI] OR hemangioblastoma* [TI] OR retinal angioma* [TI] OR en-
dolymphatic sac tumo* [TI] OR pancreatic cyst* [TI] OR renal cell carcinoma* [TI] OR
pheochromocytoma* [TI] OR "papillary cystadenoma of the epididymis" [TI] OR pancreatic neuroendo-
crine tumo* [TIAB]) AND ((family history* [TI] OR relative* [TI] OR gene carrier* [TI] OR mutation
[TI] OR mutations [TI] OR gene [TI] OR genes [TI] OR genome [TI] OR genomics [TI]) AND (diag-
nos* [TIAB] OR testing* [TIAB] OR counselling* [TIAB]))

#4 #1 OR #2 OR #3

mb oy M 507
[EEdhEE Web]

#1  ZEVENSWER 1 5 & (5% /TH or "von Hippel-Lindau /% : #{x5 "/TH or BIHIRIRFERETTHESE © &
f=%/TH

#2 (SN WIERAE 1 B/ TA or Z58MHENGIIES; 1 81/ TA or 581N WESE [ 8/ TA or 7 #
Yoy RVY) Y FETRG/TA or 74+ Y&y )1 ¥ F23/TA or "von Hippel-Lindau % "/TA or
MEN1/TA or VHL/TA) and (Efz%/TA or #&{&T/TA or KIEHE/TA or Ifi#%#/TA or #&TF ¥
)7 /TA or 4E##/TA) and (WA/TA or Wi /TAor #7 v+t 7 /TA)

#3 (BAIV T AE/TA or BIEIRBARRETHERE/TA or £ Y A/ —</TA or A MY/ —=</TA or
TNVH T ) —~</TA or TEEES/TA or 70527 F /—~</TA or GH #EANER;/TA or Mt NET/
TA or RIENES/TA or MAEFME/TA or MIEMENE/TA or WH ) > 3F8E/TA or BEH1/TA or EHll
ffE/TA or #BEMIE/TA or K3 HRZERIRIE/TA) and GEfE%/TA or {51 /TA or FIEHE/TA
or Ifi#x# /TA or BIZTF ¥ 7/TA or F#i/TA) and (Be#/TA or Z#i/TAor 17 &) »7/TA)

#4 #1or #2 or #3

mby MR 297

175
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CQ7 B - BH{EE NET (& MEN1/VHL DFEREFH ?
[PubMed]

#1 "Neuroendocrine Tumors" [Mesh] AND ("Multiple Endocrine Neoplasia Type 1" [Mesh] OR "von Hip-
pel-Lindau Disease" [Mesh])

#2 "Carcinoma, Renal Cell' [Mesh] AND ("Multiple Endocrine Neoplasia Type 1" [Mesh] OR "von Hip-
pel-Lindau Disease" [Mesh])

#3 "Prognosis' [Mesh] OR "Risk Factors" [Mesh] OR "Survival Analysis' [Mesh] OR "Protective Factors"
[Mesh] OR "Sequence Deletion" [Mesh]

#4 (multiple endocrine neoplasm typel* [TIAB] OR MENI1 [TIAB] OR "MEN 1" [TIAB] OR Von Hip-
pel-Lindau disease* [TIAB] OR VHL [TIAB] OR Non-functional pancreatic neuroendocrine tumor*
[TIAB] OR Nonfunctional pancreatic neuroendocrine tumor* [TIAB] OR Non-functioning pancreatic
neuroendocrine tumor* [TIAB] OR Nonfunctioning pancreatic neuroendocrine tumor* [TIAB] OR "NF-
PNET"[TIAB] OR "NF-PET"[TIAB]) AND (mortality[TIAB] OR morbidity [TIAB] OR QOL[TIAB]
OR prognosis [TIAB] OR "thymic NET" [TIAB] OR hemangioblastoma [TIAB] OR death [TIAB] OR
hypercalcemia [TIAB] OR pheochromocytoma [TIAB] OR catecholamine [TIAB] OR metastasis
[TIAB] OR liver [TIAB] OR hormone [TIAB] OR "Tumor size" [TIAB] OR "tumor number" [TIAB]
OR "macroscopic invasion" [TIAB] OR "lymph node metastasis’ [TIAB] OR "bone metastasis' [TIAB]
OR "liver metastasis' [TIAB] OR "primary site" [TIAB] OR "symptomatic syndrome" [TIAB] OR insu-
linoma [TIAB] OR gastrinoma [TIAB] OR glucagonoma [TIAB] OR age [TIAB] OR "family history"
[TIAB] OR NSE [TIAB] OR vascularity [TIAB] OR "macroscopic type" [TIAB] OR sunitinib [TIAB]
OR PRRT [TIAB] OR "Peptide receptor' [TIAB] OR streptozocin [TIAB] OR Lanreotide [TIAB] OR
"octreotide LAR" [TIAB] OR parathyroid [TIAB] OR "tumor marker" [TIAB] OR "Ki-67" [TIAB] OR
"mitotic index" [TIAB] OR differentiation [TIAB] OR well [TIAB] OR poorly [TIAB] OR "NET-G3"
[TIAB] OR "NEC-G3"[TIAB]) NOT medline [SB]

#5 ((#1 OR #2) AND #3) OR #4

by MEE 208
[EEhEE Web]

#1 R EESS /TH and (% 38VEA 2 BES; 1 #1/TH or "von Hippel-Lindau % "/TH)

#2  BHNRE/TH and (Z381EPN - WAESS 1 %/ TH or "von Hippel-Lindau ¥% "/TH)

#3 F#/TH or fabRT/TH or £4£53H1/TH or " fRFER T (%) "/TH or EHI/K2/TH

#4 (3N WIESAE 1 Bl/TA or 38N IER: 1 BI/TA or %58 ESE T EI/TA or 7+
Yoy RV Y RYHE/TA or 74 vy XNV ¥ F7%E/TA or "von Hippel-Lindau %% "/TA or
MEN1/TA or VHL/TA or BEREFEREAIREP 73 WAES; /TA or BERERIBEEAIREP 73RS/ TA or BEREIEEE -
THALE RN IS/ TA or BEREIVIE - THALERIREA /W IESS/ TA or HERENERIREAI /W IESS/ TA or
FERE Y AIR A i B %: /TA) and (F#/TA or QOL/TA or it NET/TA or IMEHME/TA or & v
¥ ME/TA or #EMIILE/TA or #7232 —0V7 3 ¥ /TA or ®EERE/TA or HFiE/TA or FFH
HE/TA or &IVE Y /TA or MEEE/TA or MEEEI/TA or WHRAYEBRZME/TA or U ¥/ Hifxf/TA
or ‘BEf8/TA or BENEBAL/TA or JEMBENME/TA or #EREME/TA or £ ¥ AV /=< /TAor #A M)/ —
~/TA or 7V T/ —</TA or 3REEM/TA or FIEE/TA or NSE/TA or Iflifi& & /TA or KHRE
54E/TA or A=F=7/TA or PRRT/TAor AN L7 YV /TA or 7~ L4 F F/TA or RITER
WA+ 7 ML F F/TA or BIEHES/TA or BIFIREEAREEILHEIE/TA or lEE;~— 7 —/TA or "Ki-67"/
TA or #4%4%/TA or 5L /TA or %451b/TA or {&5{t/TA or "NET-G3"/TA or "NEC-G3"/TA or
WHO2017 443751/ TA)

#5 ((#1 or #2) and #3) or #4

mby M 1631
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A

acinar cell carcinoma/neoplasm 52
ACTH #—~ 76,112

amphicrine cells 62
ATRX/DAXX 43

C

CAPTEM 117,119
CD34 52
CLARINET #B& 116, 120

D
D240 52
DAXX/ATRX 61

E

EMR 103, 106, 107
enterochromaffin-like #iE
ESD 103, 107

EUS-FNA 38, 39, 45, 59

F

FDG-PET/CT 41
FFPE 52

49, 99

G

goblet cell carcinoid 63
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