9 O AR AR P 23 BT S AR

[E ] 45k B W MARAD 22 11 23 Y o 69 S e 7R i
B Ib, B A A R R AR G R BT RN I MR A R GE T B E)
BT AEARAET EKH) A A XL SR T4 L (World
Health Organization , WHO)2010 B IE AL 2 Gl & 4 K (BR M AP
22 W 4 M 98 ¥4 (European Neuroendocrine Tumor Society,
ENETs) 247 db £ 40 22 A 5~k it 9% W2 (The North American
Neuroendocrine Tumor Society, NANETs) 1%, £ A
JE M % (National Comprehensive Cancer Network, NCCN) #%
#, 5B I MRARAY 2 R - LI IG5 BT A — 453

—. ik

Fi 22 N 43 b 988 (neuroendocrine neoplasm, NEN) f&—2&
FEILEY A KGN B IR L X IR R R AR A A A
[F] f A 22 e e, S WA ) T B 5 e R I A
FILATIN 2 D REVE B IR, 107 000 R 5 e SR A I MR T
KT R AEIFAS B 45 E AR BZR G AR A A 2
IHRETERY IR . B IRAY I, H TR — N2 W 28 PN 200 fi
AR “BRAEIRAR” . WIRERALKT , B i pl 2 N 2 s e
(gastroenteropancreatic neuroendocrine neoplasm, GEP-NEN) £
i NEN ) 75%, il J 3B 7 25% . GEP-NEN £ BUAF A
A RURAE T AT AR B AR LE A 52 0. i1 T NEN
TR AIAR, TORE 5 BREAR , DA XS HAF R AA AN AL
FHOL 30 4k, BE W AAF I R AL AR, BEE
XF GEP-NEN 5Bt K A pLi A S TR, JUHOZHE A i
AL [ 367 A LR, LA 10 25978 GEP-NEN 7R i)
RLAF A9 850 e o i S5, A7 B2 0% H i GEP-NEN 91236 HL
Yoo ASSCASE HAT NEN [E PR AP0 oR IR, R 5 1A= 20

HFEARBHEE=ZOtEKR H&H
BmAREFH HBR

2 (World Health Organization, WH0)2010 R TE Ak 22 58 e 4y
2 BRI 222 P 4330 93 1932 (European Neuroendocrine Tumor
Society, ENETs) F:3H | b 5& ## 28 14 43 10 Jif 98 £ 25 (The North
American Neuroendocrine Tumor Society, NANETs) 31, £ H
[ 37 J5AE M 2% (National Comprehensive Cancer Network , NCCN)
59, Bt GEP-NEN BB 15 LS Wit — 2 .

N £

KILIK , NEN TEfiv 44 o326 EAFTEADIREL, i T X
RPN, Py s RIS A R Bk
A1 “F I (carcinoid)” o ELF 2000 4, WHO JT 4 AR 5 A
(6] (19 2R W0 2247 0y o i 2 TR G A R 2 03 R i Akl
PN 43 W6 B 988 (well-differentiated endocrine tumor, WDET). &
A3 Ak #2543 Wb 98 (well-differentiated endocrine carcinoma,
WDEC) M ARA A 22 N 431898 / /N BRIE  poorly-differentiated
endocrine carcinoma/small cell carcinoma, PDEC)=> %Z—‘%ﬁy 2 Jo
2 72010 48, A HE 0] 250 S0 T T B H L, i R X
FR 12 W7 0 SIS 1) S SR U AR N 382 005, ] B, ) ok 28 1A - 9
AIRFFEN IR BRI R . 2010 4F, WHO 27 4 R 1L &
Sl WHO 4325t %) NEN [ 44 T 260E T HIREAGIEIT .
] YRR B A 28 A3 IR IS T AR T R AR T4 3083
WL FRIETE GEP-NEN [EHSIT 44 7% S 2R G045 7 Tt
ARG —, MILTF 2010 4F 11 A 27 HEILE BH THE—F “f
[ B 28 P9 A I R s B2 Wi % ST 257, % GEP-NEN 11
P WTE ZE A TG B0 R TR BT 1 e
M N A IR B S TR L) - AR SCS IR R
ERPURI AL R GERE WHO 4328, [ ARTE I3 90-1.

R 901 BRRIRHMERSBMESLNEERFR
WHO 1980 WHO 2000/ENETS WHO2010 (NEN)
R oA RLAF AR N 53 WA (WDET Y PHZE N5 IAR NET G1 (89 )

A3Ak AR 28 94310 (WDEC)
O3 A ZEE IR 1 /N sEs (PDEC)

PN W8 NET G2°
FHZE 43RS NEC (4R MBI\ i 25 )«
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WHO 1980 WHO 2000/ENETS WHO2010(NEN)
R IROVESRE - BB RGPS - W5 (MEEC) RATVERR - P95 (MAEC)
TRV A2 RS (TLL) B A R A

G, 4349 ;NEC,, neuroendocrine carcinoma, {125 4 433 ; NET , neuroendocrine tumor , #4122 4 4314984
a. WDET Fl WDEC Z [ i X % WHO02000 732701478 T2 Lo G2 NET RRETEA%0 WHO02000 4321 WDEC,

b. 55 PO E SCRE R [ PR 432 (ICD-0) it
c. “NET G3” AfEA£ i, A NET 8 SUh 431k

=L WA

R GEP-NEN JZ—F/ D WLISER , o 1 B ek g AN 5]
2% f4 He ) AH B RT7EZE E NEN J2 &0 2 HE 2 AR T-45 H
JE 10 5 A R . S R B, T = AR e R A
B TR Yao 2 EBE ST T 35 [ 1973 4E 5] 2004
4F GEP-NEN [ % 95 56 , % BIURH 28 14 43 WS I8 1 4F 6 i 2
e 1.09/10 7 FFHK 5.25/10 J7, K5k 380%. X AJ RESE:
DR R BUAR B AR B 12 o8 1 RTS8 3 110 AR o ey A
0 b9 £ 0 P AN AR ) T B RS . DRI, R
P2 AT RE AN A LS S s Rl 1 & A R A Ak, FR IR
GEP-NEN A 3T 45507 B il 2 s B B2 R IR R
NFERE A . AR HE 2006 4F G 5 3 [ B R A 28 4 43
W AIZIA T DU T MR . BT BT H AT R
HE A E IR IL RS, L AU GEP-NEN i1 1
2R, RTELB BE GEP-NEN JiA 73 s RERAE DL K B ¥R
RG] T, = 5 AL E 0T g5 2 o

10 ) = =2

NEN B2 Wi IR 1/F 22 1 R, 32 B2 XA R B 2 I
i PRATE AR S e 22 45 5 , AR R LA IR ] BE A4 A 2 T2
1M H NEN f5EIR 2742, A 32K 98 A RERAR AL, (EL 2R AU &
N, R A R R A 5 1R A A L R R DB TR b L2 A
H AN TE AR WA TR CT $ 48, 0 R RE A 48 ke BLIX 2K fe
i, PR REANG B S A AL (frritable bowel syndrome,

IBS) FHIR R . B A AE SRS i R i, ] DA HA PR A B
FHRESAE IR , R 2l 2R E A ZRISIT R B , 55 9 Bk
1228 IBS, MG 2 B RBHEZI6TT . AL, X 2k B M B
AR ZIEFGIS WG AL )R 9.2 4F, S FIHIS T, g1
B2, I LB R4 MRS R, M mES
51 K W F LR Ak, W 22 5100 A8 A8 AT, -5 350 dfe i 7R R A s
TG T B 3 TG AN AR B BT L, e 8 P45 P
KIS RIS W A58 1BS IR B IR,

NEN R4 AHEAR 23 Ry 5 288« — 2 DR B A s R
FI S8 i, T BB B IRE AR IRZR I NEN; J)—Fil
EMINAEMEREIR I TC K0 NEN GE # PR g AR ThAEE NEN
[ non-functional NEN,NF-NEN ). X Fr %l 49 XF TA PR 10 28 i yed
M IRZREL W AR T, Hob, DhREd: PNEN (45
JiE S R B R I ETE M (VIPomas) AE KD
TZIE = MR A KR TR E 98 (GRFomas), fl—
Segge /b UL NEN, A5 43I B b I R o 38 R 5 300 Tk 2
G AER) NEN (ACTHomas) S B AEIR 1Y NEN S 80l 55 120
Z 1 NEN, LA 55 40 B AR IER e LR el fie 2120 it A= A
ZRAEHEILA NEN, DiRgt: NEN FidEhgt: NEN 58
S0y WAL T (RERORLEE 1 M & oo MR B AL G L SR
BRI LR R DR R, HiX ey fi ot
REBI R ERMELZAME . &AL NEN MG KT IS
PR Z IR ILFR 90-2,

A — B R g N LA 2 — R N s R s
LA H AR 9~21 AT MREE I8 AT BE-5 i i
ZRBEE A 5, B nT 585/ g Mg R i A b R
A

#£90-2 AEERML NEN WIEARRIESHENXE

e R i e
e Wl /R BRI T 5- B, CGRP, 45 %
HUBR AR C 4
) [ HE ERR R AL AR FARER
B EIRAI SR A R G
JE S G AT AL AN R ] |, AR AT AR 2B , PR A 6] |, VIP, B K, B
i / RRIiE JB, + =48 EIS) ESHTES
Al Jo 1195 /1 i P ¥J/% ,CGRP,5-HT
Wids [ AR R 1§ /450 ERUA €
i3 i, WAL, FFFIUE 5 % IGF-1,1GF-11
AR e Ji e A 2%

341



2011 v I AR I = 2k

PR H i HE
it e Beis i
HhR A e WL
[ K%
VBRI TS AT s F e e R
FAEIR, HF4ER A b PP (pancreatic peptide BEZ )

G TR PRI IR AL B2 W NEN RSO, LR AN AR 17 A AL A8 B AT o] RE Y2 I T-B
CGRP:calcitonin gene related peptide, 4415 25 5L K A O ik ; WDHHA watery diarrhea, hypokalemia, hyperchlorhydria, and acidosi IKTE B gk
b AR M ARFIHE TR LE S 4E  5-HT : 5-hydroxytryptamine 5- ¥2 @ ; VIP : vasoactine intrestinal peptide,, [/ 7% 8% K ; IGF : insulin-like growth factor,

ey R A

T HEAARbs

JUAS IMRFR &4 % F T NEN f932 B FiG )7 PEAA, 25 5
WERH AR ME . (AR U B4 0012 2 5, S A M i
PRSI 1 T H A RENE S T AR B 0L, 33K e i A
P e A HE AR 2 P BB 8K 11 A (chromogranin a, CgA)s
TR —Fh 49-kd MIBRYEZ AR, 12 AAAE T 01 28 PN 43 0 48 HEL 11
SR, T RR M s dETh BEPE NEN M35 60%~100% 1)
M3 CgA FHig. il CgA LW NEN AU E AR 57 1 v
K 70%~100%. HHR CegA /K1) 55 s iR FUE %, 3
AR TR CoA Rl 7, LA K 25 S MR e i o 4 VI . )
an, AR IR AT S0 LK CeA K, B, X F K3
o AR R 2 AU 1 S8, N A 3 B R D %) B ) )
(g, ¥k SSA /5 8 /NE) M CgA HIIKFo Xt Ff
B F- 22 04 5 (proton pump inhibitors, PPT) 5 B RE | 2l i
IR v S B R B E LB CeA AKCPARMEF &
E/IE e

24 /INBF PRI 5- 2 05| W Z R (5-hydroxyindoleacetic acid,
5-HIAA) 32 ARG Mirfl. 1E 5-HT g — 44
FEhR, 5-HIAA 5289 Ml R AR B VIAHOC. BT il 5-HT
Y SESISPN ey by g WAl i E NG CINPY. 2 X N
254k, BT A, ARG 24 /NS PRI S-HIAA B fE b BL32 0 5 S-HT
AR YRS, SR 2T AR R B 88%. (H i T
SR Z5 ) S BN MK S-HIAA ZKEFH, e & B
epk B KA ZE TG, S-HT e BN K B T 5 7

BAESAL S TS VG 22 A8 BRSEAE T AN R TEAE
R AT IVS , 5-HT R B B T R o T RETH 5-HIAA
I 25 AT IR BOK AR PG T A A ) (TR Z ik
BEHH IS OT) ISR 55 25K 5-HIAA ZKF-RY 25 5
W R R UK S AC e B B S A e
F L EEFCan AR B R K I A = R TAIAR
JRLL PR R T AR . i TARZ R ST 5-HT
K HACHIY) 5-HIAA FM A6, ir B IS A i 2898 96 A 2k
5-HIAA, Rp=A4 5 - 536 E M (5-Hydroxytryptophan, SHTP),
XTE—E L BRI T X SR bR i Wl i de ik . B
T L 2 B B AR TR UG Ay o At ) 0 o5 14 53-8
TALAE A RN S 1 RE R 2R 11 (ANPE RS R 11 B A C) R4
R BYIT . KA A YR AR A A SRR R R B B R
T2 BB TS AR, I R X S bR (AT B4
YIS I A B A Wb

XF T VIPomas . 5 Il 5 3 9 . A2 1 30 R 90 61 % 98 A
PPomas , EATTHIAE AL TR bR 70904 VIP B MBE 3R AR KR
PN PP, R T HRAG AR NEN, — B2 oo I 55 525 45
I35 PTH FERLIE 2 X £ A& 1 N 43 e (multiple endocrine
neoplasia, MEN)I S R BEA7 0 25 . X6 B SE L MEN 1 5E R 18
BB, PRI NEN (9 28 A0 A , G045 D) i 1 AR IR
BRI R PP R IR CeA. it BRI AfEbr
HIFRIRPE 2920 70% , AR 1 - 2B B PRI R (human
chorionic gonadotrophin ,hCG).B-hCG W3  VIP &5 B =
H PP HyFE bR, RE#E— DR SIS W BURE . R 90-3 5 T
ANRIERALI S A AR R R S R

% 90-3 AEIFEBPPEHIEMLIEIR

& PrhyeE 2By it BRI
i E CeA F CgB =2
PP, NSE, #2328 3% H
HCG o F1 B ik
= Hifs NEN, B W4 , Ghrelin % Y, IR h
VIRzie ey ik
JEE B WA EIR R, R EOR A BRI R RS R, S [
KAMZE G, PP 3, VIP 8 MAFE, AR R
C ik, P& & &, VIP, PTH-P, [ 1%

R
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& g 2R B =t R
+ 5 BWERE, A KIMER AR R, R =
EY7; i NEN M, 5-HIAA =]
PR A, HZEIK K, P P H
KGMEN  FEH NEN i IR, A K B R A R GE
=1 L B MEREIR T , N vk o OSCE MR s o (B PR R )

PTH-rP

=]

PTH-rP: Parathyroid hormone-related protein, FOR 22 IR i Z A e

AN kil

P23 IR T 8% 27 B IR A SR AR TS A . R
NEN AT ISR & PG , 8 W T Fe st e s o . il
n,80%~100% 1 1 812 St N 43 i Jid (MEN 1) f8 355 Jig
Ji# NEN, 10%~17% /R - #KiE (Von Hippel Lindau, VHL) %
BAEBE A RIR NEN, 10% 1585 5o MO % [ (2 R 2
2Foiyian 1 ) BB AR NEN, 45 i 485 55 4 i s Ak FR 5
A R NEN, X e F 5 Yo Rk B A% . firL, MEN

T 2 MBR NEN (B v 5 WA s

HARAT DR R R AN P W 2 i i, (AR R B v
Jir NEN % A= 0 S A VERRAE . SRAE & AR I LA IR
iPEEFE MEN 1, HAEH A 0053 2 — A 491 v, g o
2R R RN SR B AR AL R 4 2
B2 A8 B AR B D R bRie, X i 28 AL v b A 7 4 LI AF
¢, R BRI R ARG B 18 S I Ak . AR
WA A% 4 1 1 B E , KB i NEN HAT )1z A4 R A
KT WS ER NEN it 8dEIt A 2. 5EE NEN AL
B, MR R NEN (4088 ZRE v b

L. AR

AGKA H T NEN B940) 0512 Wy A0 390 A6 5 17 H
PG A H AL 35 %00 Ik I PP A B 03 BN R SE TR T
TR R GA A H Y 22 TR B0 T R T
FE S W, B AR IR T IS BT A W R R T L A
/N Y8 5% B 75 N % (endoscopic ultrasonography, EUS), 1155
HL W 2 F3$ (computed tomograhy, CT)., 1% 3 3E i 4% (magnetic
resonance imaging, MRD). 48 "' FRic 59 58 gl Bk 4948 (omatostatin
receptor scintigraphy , SRS). "I [E] SR (1 MIBG) 1914 . I IE
o T A ST Z 4 positron emission tomography, PET).
1 T GEP-NEN S8 1515 BOA R 5 1 I RAEAR , i LAY 2 I
IS AT R AR e A . R — B R IR BE 2
NEN, 577 S A 730 S0 G B XL A8 i o T HEAr
KNE NEN, S R FAZ B, A4 CTMRIL SRS, EUS. N%E
SER A TBE, AL AN 3 p) R BRI A 5 . CT e ALJE
RN s Z NG BRI R o - i Y 7 12 , T ELA¥ 58 A MRIT
Xof A A AT B A

A5 T2 46 W 55 B M NEN 9 5 50K A A% Oy 1k J2:

SRS fHJZ, SRS Xof 5% B4 1 bk & 97 14 SRR AR, RO R
40%~50% I ik NEN 235 SRS I i 19 AE KM R 2 4k 2 1Y
(somatostatin receptor 2,sstr 2), T8 XT g = 108 2 2 AR 1%
BIFFE A B, 200 AP S i K TR I, I e AR 3R 2 AU AR A )
REIBCAC B K, ob B0 AR T e ax A o B gt KA il % i
& VAR B S0 A R R AR . PET 2 S8
SR AR A R S A BN A R I A 8, (A2 Wi 21K NEN
I EA K

ISR EE 218 NEN, BIVE i85 52 B3 A B G e X o7 i &
PERIRE BRI AT REAN S . 8 B AU A4 X B I A7
B T2 i i NEN. B 7S Y B A0 R 12 W BRI NEN
U T

I\ WA

DAAE: A S B T B R e €8, (2 X7 fi g 5 A L i W ke
FEANML) AN BE A W27 Al R AT o E 28 5N W) 2R BB GEP-
NEN, BUZEEBUMAZ F) S G 21 204k 24 (immunohistochemistry ,
IHC) Je 8 )5 i, THC Gt ANHTT LIBHE NEN (18 28 N 430
ACFREE 38 T LA R R R 2 T A 22 R 28 R AE G P e 1)
Rk, HAL =BG M, 752X GEP-NEN #1740 9¢,
B8 BT T Y 0 R AR T A% 43 R HOR (BOKi67 45 £
TR AR, 73 R UE DL 90-4. 1 [€ GEP-NEN i il °% 12 7 3k
UL g B A5 20T SR AR AN S A Mg AL eI /NI
g 5230 08 TR B R L s o 22 ) T 1 3R R s 00 A%
ARG (/10 SAEILET [ HPE ]) F1 (50OKi67 H5 50 P& M 43
W —IBehr P N2 Ml 25 1 (synaptophysin, Syn) 1 CgA \P1%%
O IR ARG O A A s LSS W 3L 11 35
ngo

R 90-4 BRARRINEE M 5 b IR B 5 AT

SR OB (10HPF) Ki67 1851 (%)?
G1, K% 1 <2
G2, 5 2-20 3-20
G3, =g >20 >20

1. 10HPF=2mm* (YLEF B4 0.50mm , A HLEF IR 0.196mm?), T
oy ZHE BRIX 2 /38 50 AN e LT

2. F MIBI HoAk, 784 bR 0 B ok /Y X812 500-2000 /4~ 21 i #4
FHEE 43 L

HWFR R, ARG HT Ki6T F8 50 TEARE, 7T L AR,
ARG B W T BE RS — 3, R SR 4 4 B e 45 SR
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ENETS 5 & GEP-NEN #43-Bi %5 15 WHO Fl NCCN 3R
FH) AJCC/UICC AR REAHL. Kloppel 55T PR & 1) 22 =A%
THER, BRTERA G —mbRifE 2 o [ S i i 28 4
WS R L RALAE 2011 4F &3 P B W i 28 9 43
Jiheg g B2 12 W L TR DL DB SR 2 v, X WHO 2010 bR T
TR AR S R I A 1 A L TRT 325 (l F eb f

+. PR bl

FIRTIA A, BTA 9 NEN # 2 AT Wk RE A —25 g
FFARZAIABEDT NEN, ARRIFA NEN 0 B8 D2k A Ir AR
[Flo AR, B BE T 00 ] B B ) A 3k, AT DA i) o B
[afE K, ENETS., NANETS K NCCN £, 2%t NEN B E1E
sEEVIBARE 3 E 6 MAFRMYL 6 E 12000k, &
TR T AR, X TFARTA DI BRA S 19 R E NEN 34
NENs AR5 116 o ARFAE 1 IRIF IR Bl P9 25 220 1 A 3%
i ARRS R A . CgA 5-HIAA KV, Z8E FIEFEREIHIR
FZ B CT 3% MRI M2 . FLA I RAEIR B, vl 408
[ 4 "'-DTPAO J LIk A%

- i

B2 eI 2 AR ], GEP-NEN 4 % 955 2 1 HUi 505
T4, X AT RES BRI A H B 3 = A o6, i 512
W AR T I T RS 5 F T AR A I AR PR 8 1)
WA s R A B AR TR TSR], i LA I PR XS+ GEP-NEN 12
WA TR K AR o AR A Bl X GEP-NEN AR R IR
A JEHERANIR W 4318w 25 ZE Il R T A, Aok —
S 23 BT A OB A bR R RN T AR BOR
NEN 2%,

2 % X B
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