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Abstract

Primary hepatic neuroendocrine neoplasms (PHNENs) are a group of heterogenous tumors which
originates from the liver and can secrete bioactive amines and polypeptide hormones. PHNENSs are
rare and represent only 0.3%~4.0% of all NENs. Most of PHNENs have no special clinical symptoms
and imaging findings. It is difficult to be early diagnosed and distinguished from metastatic NENs.
Surgery is the first choice of treatment and the only cure. Radiofrequency and hepatic artery em-
bolization are used in the local treatment of unresectable PHNENs. The systematic therapies for
PHNENSs include biotherapy with somatostatin analogues, targeted therapies with mammalian ra-
pamycin target protein and tyrosine Kinase inhibitors, peptide receptor radionuclide therapy and
chemotherapy. There is no definite guideline for treatment of PHNENs. This article reviewed the
advances in diagnosis and treatment of PHNENSs.
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G2

R R PERT AR 22 N 434 BP9 (Primary hepatic neuroendocrine neoplasms, PHNENs)4%:45 & & T FF ik
I — L BB 2 WA A E M N & IRSKRIER I  RAE,  IIRPREEDL, X 5 BT NENsH)0.3%~4.0%. X
4 PHNENsH) G PRIER B 2RI Z e 7 te, BHICWRAE, SHBMHENENsEULH . FRARE
ITHIE L, RME—RTUARIGRTE. X TATYIBRKPHNENs, FHRER 6T A 55 3 bk 2,
RAWT HEFEAFRARKMIROMNEDIGT, WIAINYENERIEE OB BREEH 7 5
FYAYT, RSB R RTENST . B BT MG A X PHNENSYRITTE R, 43U PHNENs ST
MYRITERIE—S51R

Xiin
MPEN WM, FERERE, 2B, BT
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1. 5|8

PHZE N 3 W i 98 (Neuroendocrine neoplasms, NENSs) & —2H G845 43 WA A= M5 14 A0 22 IR SR I 2R 1) = o
P TE%?%%%Aﬁf?qﬂ%Wﬁ/Méﬁﬂ@m%ﬁE*D?H,/\ BEWTHE. W BIREEA, 250
A NENS [1] 65%~67% [ 170 i & PE T #2573 )i 98 (Primary hepatic neuroendocrine neoplasms, PHNENSs)
FrfR JEUR T RFE ) NENs, 12,514 NENs [ 0.3%~4.0%, 275 FFE S8 1 0.28%~0.46% [2] [3]. 3£
(R M AUAT I~ R B 24 23 SR B0 P (SEER) U BIE e R I, NENs (AR R AL L4 1.09/10 75 |
F4 6.98/10 Fi[4], (HICHAVIEAE ST PHNENs A% . HFIE NENs 2 A #% 1% (Metastatic HNENSs,
MHNENSs), PHNENSs [FR R, IGRIRIZE G, Hp AR HLHI 24 WA . H ATis 3 ot
X} PHNENSs E’J?ATTEF% FATRS AR AR 32 R T 1 PR S B 4 3 A0 (B P 7347, A< STl PHNENS F12 e
ARYT i RAE—2RiA

2. FESR

A PHNENSs (IR 2r 2597 205 2010 45 WHO H 718 NENs 70 2847 HE[5], RIEZ R
M Ki-67 BT EL B HA =R 1) MHENSWIRENET): S RE, BHERERK, 8 Gl
9&(1%3\%% <2 MNKi-67 < 3%) 1 G2 H(H% 73 5N 2~20 INKi-67 3%~20%); 2) HLE N4 i (NEC),
Rortl, BUEEREE, N G3 B HEE > 20 NKi-67 > 20%); 3) BA AN 2 EMANEC): T HH
e AL NEC P9 pk 43 20 R HLAE R 2035 7 30% A I
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3. BHf

PHNENS [l R R IMAGLAR 2446 A Y Sk Z 45 2 vk, 2 Wi F i LA R 2 N4 1) WL & NENs
(LW 2) TR HERR FF AN R A&k . iR i =) 74, PHNENSs I MHNENSs 7655 ¥ _E 3 LL% 5], PHNENS
2 — NARAT - R - RJE KRR, 75 4 TR0 2 AT I BE U5 DLHERR AT AT v 76 (1 BT A0 R & 4

3.1. IIGFRZRM

PHNENS G REZ I Z A A, ARAERER R T 5 70 W R A O w2 DRt AR hae k.
PHNENs Z AFEThRetE, & LHERER, MoRINIER . MK I EE IR SRR, 2 H
PR REARMPE. BY5. Zollinger-Ellison £5 G iESE R AR CRER AR N DI RE 4 PHNENSs, AJfEEA:
AR AR I6], FFFKRIUN 5% E3E ISR G E[ 7], B 210 H MR 50 12 I g i 45
SRORIURNE, 50 5 3 DR 88 i e RE /57 LS BOARE BEL e 3 e sl e g 2k JEF 0 B /5t IR 312, i R AT
FERINIZIG 59 BEPE T 95 . FPRE Ak S5 BT A L Rt e i A

3.2. SIWEHRE

PHNENs 7 ] AFP. CEA. CA19-9 &5 Mg br &) 2 A5 1R % Yo [ N BB FE A iy, 1290 BBV .
T UjgetE PHNENSs, AEW)E A 2 IKSEARU =08 Bl T 80w 2, WS- e, BREE. BibR.
SRIM, KZ % PHNENs RAEDIRetE, 824 5tk Embs &9

I PR _EREHAS I AR S EFEIEE R A (CgA). ML TTE IR EEALBE(NSE). 5-F20|m: 2.1
(5-HIAA)SF . CgA & — MoK A, fEET I 4 N o3 W 4H M (0 2 WAk, R A I3 B 3 R
Mg, WEEAKFS IR ARRL TR DL B AR A7 YA AH G PE[8]. CgA IR R B AR 1% 2 il Ay
60%~90%H1 73%~95%, #iAAEiZHT NENs fiA i (E R AR 10 (9]. (BRI EA— Sz hnik
b, fEEDIREIE . OB 3 BT RN S L R T s, R NENs B2 Wil Bi U5 42 78 = BR 1%
[10]. Rocca A.ZE[11]4ikiE T —19] PHNENs, AHTI{E CgA =ik 3972 U/L (IEH Gl 2~18 U/L), &7~ LI
CgA A BT PHNENs HIRATIZWr. {H PHNENs dE% W, 5 ARICA DR HIAT LG CgA faft, %4518
BT KEHESCFE, @RS RSP EB Mg Ce A KA, I/ PHNENs H 8 FME . 1
& NSE #& NEC 2 Wi fBE V5 Aric e —, JEHEE 4 iE CeA MRS . S-HIAA & S-ER Al
P, AR 24 NI RS EAT TS WSESEA . —H YRR S IEER R, Bl 2k
KH T DNA/RNA Fric¥y, TEIFRE A MAE[12]. 7 8% AU 5 B 40 s et A bR v e i
PHNENSs A 077, W2 MuT AT 7o s s, EARRAT4EEHRZ . HNENs IR RR I Z A A,
FRAEREIR AL T 5 7 0 0 W R AR SOG40 2 D Re AR DRt

33. HERFRE

33.1. BERRBRERE

WFLKIL, PHNENs & & T FEEA I, ik —BBCR(EAZR > 5 em), 2ETEESARNNR, 285K,
Z RIS AT RN 1 AR BIRALE BA 2 ATk WA SR A AH B . CT. MRI%: 1)Bi#R
R 2 IR A YEE R, DR R R, D SER . R ISR, 80% UL ERRGIERILA
SRS, TTER ORI B IR B ] iR, 2 Pkl 7 #E[13]; 2) CT “FHRIRINICEHEL, B
BRI IR AE ML N PEER RSSO, AL B A ), HN TR Z E X [14]; 3) MRI “FHE
WA TURAES, T2 EfES, DWIHERES, B RIBEMRLIL[15]; 4) EEE CT/MRIL H, JE
2 I P OB AL, B 2RSSR B DR, SR R R A AN [ 15]. PHNENS
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o ARG 2 R DL TR S, 5 A B Pk Xk LA ), (EE Bh R e A WS S A B R R,
Fa Gt — DR T KB, 455 ME CT. B8 e arnl LLHERR M . B ImE S o kIR, &
LR A REZHI16].

3.3.2. ThEEM R IGRE

AR, DhREME UG BRI IS R 72 M TG PK . NENSs 4 f 22 11 5 I8 4R KA 3 2 /4 (SSTR,
F: %y SSTR-2 Al SSTR-5), A KA Z BUAEKAN R R (SSA) AT 5 HAp v 45 6 o AR KA E 2 746 4R (SRS)
FIHTBCEARZ R FRIC SSA, SMIRANIIZR T 1) SSTR 45 5P 45 & W6 iR B4%, REBUE ik 90%, 4§
S 83%, HHTHIA AR NENs ThRE UG IZ M & ARHE[10] [17], W2AEMITIERIGRYT Bhl. B M
SRR BB In-DTPA- B K. PmTc- Bl k). SSA ANi&EH F SSTR AtE#E &, X+ 1 em LR
kR RANE[ 18], PHNENs Z 44EDhREME:, SSA HIBUEFHMER MATE 2, (2 SSA H B T KA &
137 % %] PHNENSs Al MHNENS.

TEFF R RSB LITZ RAR(PET-CT), I H R S IE HL 7 (RSO AL AR 1D A A oL, 456
SRR CT f§id%, REWS I BtoR A, Kt 3~6 mm (9 kE, % SRS B R, 4 FiEE (18], EfT
SALH g BGa FRic i) B K (®Ga-DOTATATE, ®Ga-DOTATOC, ®*Ga-DOTANOC)F '8F ¥ric (%48
it 4208 %7 ¥ ("°F-FDG) . Deppen S. A.Z£[ 1910 5ttt 7 ®Ga PET-CT 5 SRS #£ NENs 2. 2 BF13A 7
(e At RAE 2k, RIL ®Ga PET-CT Wi ke, JLHEX Tk RAF. mia&ik SSTR ¥ NENs [i2
Wro LT A, 29V B, mEFIEEAR, FA%F. BRESFXEATIHBERT, “Ga PET-CT
A HEUR SRS N PHNENS ThAE RS A (1 B 1E[20] [21]. "F-FDGPET/CT 15 5 it 9t /5 HX e T 45 U 45
WEHLIER S, ST R, BEATEIRE) NET SURHEAC, (EXT TR &M, MG, R fumr K
) NEC 5 —E LW t[22]. Panagiotidis E.£5[23]0F 5t &K, 7E{%/4k NENs 1, "F-FDG PET/CT 5
%Ga-DOTATE B4 FH e InsmiZ i /EF

34. REFRE

55 B 24K 25 5% NENs 127 (0 S bRt 35 B0 8 27 I35 4G s T AR RG99 B4 2124 4% 0 B S BORT Kii-67
HFE PR BOE IR 43 T4y R RH[ 5] CgAL NSE. il & (Syn)fl CD56 & NENs f4 5 14 5 % 2 A0 A6 )
b, 5H A NENs ALk, PHNENs H-355 R A4 2524 . 2 TR AFF 78 40 M R B0, e Eah ]
PLiFAl PHNENS i/ . Chen 25251375 T 28 4] PHNENs, & ¥l Ki-67 &5 I — M hor G R &K . Shi
ZE[26][FE 44T T 22 B FARIGIT I PHNENSs, & U B 70 6(G1/G2) /& PHNENS T (16 FIH % .

PAEIAN, A EE 67 X 4> PHNENs 1 MHNENs. Maxwell je %£[27]F1 Yang Z.55[ 283 ¥AH 5T
I B G e LA B T SR R JE Rk, BT ROR A, FRIKIRI2INIZ % . Alexandraki K.55[29]J944
7 B HT A T MHNENS J5K A B 20 2300 B2 AR 4, 140 : TTF 1 2l & i fE o (3 2% s K7,
AR I ARIR Rk AR & CDX 2 fETE K & il REEH, #&/n i kiE; PAX 6/8 A ISL 1 #&/R/k+
TARMAECE ORI, A R A AE NESP 55 BH A D053 000 e okl . FR SEnmi 2, DA ESE R EEORE T
NET W75, W40E K8 .

4. jafr

J24 ik, PHNENs MERIHIATT bR, RIBMATHONGL. A FEE S BB A R
BT IR, LEUTARE, SRR ik, BT, SRR . T
BIELRERIT
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4.1. FREIT

4.1.1. FARYER

F AT PHNENs 5%, Lwao M.EF[30]EEI 404 T 53 5] PHNENSs, 8 A YIBR 2 =ik 85%,
{HB A SCHR[3]3 7~ PHNENSs HI2HF O 50% & A5 HF N BE b 5572 . Meng X. F.AE[ 174508 T — il £
Kk 26 £/ PHNENs, ARJ5 8 ELHE K. Nishimori H.A[314RE T —HIAR )5 13 £ K (1) PHNENs. 1
4tit([32], PHNENs AR5 5 FAEZEA 74%~T8%, B K ZFN 18%~26%, T AR AT B ME T f5[25] [26] [33],
EARGEE RKFE T, KPFEViAET EE. Qu C.A[34)¥LkiE T —F KA 13 x 7 x 6 cm ) PHNENS,
FRINAT IR IR 2 W7 A0 T T Bk 5 L0 D FFUIBR AR, IR BIMIRIAR VA R . X T KEm MR 2, ik —
RV PHNENSs, 4 S VI BREGE IR FARETEE TG, B K =S 7.

4.1.2. FFi84E

K ZERRAE AR 48 B 4542 H MHNENSs FFRAE 77 2 LA R 56k 0 <55 0 R MIs 2 YIk B
%6 MH UL ERRIATFAMNEERS . R 046 REF(GL/G2, Ki 67 < 10%). <50%TFiE3Z £[35]. Sposito, C.
S [35]IRIE T 2T, 2% FIRFRIEM™ROIERUE S, BREARIG 5 4 R EFH(69%~97%) & & TIEF
ARIAIT IR (34%~51%) . XTI R, Wikt 2k A BAFRE R FE S B EF AR HH AT R E,
ATCHTAMER 1) PHNENSs, ATRSAE 2 — PP A8 By 7 )ik, A4 it J/2, PHNENSs i, A
SR, BITCAHR AR R AbRAE, BAFEOMARL BN & B R %5 i [36]. S, F#2HIATT PHNENs
a5, AR IGIRAT7E[37].

4.2. FFRERARIETT

4.2.1. ERAFAR

F AL FE S B(RFA) SO E . RIS S . RFA 20 IR PGERL, o] el & TR
J¥ PHNENs, —MHTiR78E <5 MHER <Som FPRM138]. REH M. HEbARE4Ae . FThigzin
SE W RCRE, ARJEMIR R R E, A& T 2 KRR s & Bl . Tk, Anf
T F 2R AL R AR IZ T R, AE RS AR A i, ANET M IR M S EE R, BOG “ RN,
H ¥R PHNENS #i VG IT J715[39].

4.2.2. FFappkREER

JR R I AR FE BE A 256 T AT LA RS IR . B 2B R A F R B R . Pl Ak AR 2
R(TACE)J2 1 &R EB A NIRTT[40], mfbd7 25Dk B (F BENR 25 31  FENRES 25 55 ATk 1f 15 Be 18 o e eg
YL 25 SN o IR R 78 R B 40%~100%(%) HNENs 7E TACE JA77 JERE R W] S 2 A, W& E
SR B RO FIFFEE T, BRI R, E A e S IR Th R85 55 7 5 I RO
[38] 0 S PEAR ZE(RE)KS 90Y U T ERARE ALy 2459, w7 LA ] B ok B8 6P i d P4 UK 19697 H 1 - Braat,
Ajat [41)55H/F 5T 244 5 MHNENSs, RE A58 A RdE 62N 91%, RGN 79%, A AAFR N
314, BOH A KRN AR B>, 5 RE MR AIERER <4%, IEBH RE & — M2 4&H /%
P JRE T 7. 7E TACE #6897 RIS, RE WBITIUIA R [42], #27~ RE 8Un] & X TAE/TACE B %E
BT EIE[43].

4.3. £H¥TE

4.3.1. EKINFEAU(SSA)
SSA (tHE B Ik, ~2Hi k%)@ id 5 SSTR 45 Al R i, F Tt E M AER, R
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JYDIRENE NENs, X6 R4f (IRIE5E . IR 54 B/ ) NENSs 7 RCEAE[44]0 BIF 70 A DL A0 25 1 AN 4
A4 F AT LA 5E, iRy DI RETE A AR DI RENE NENs BORCRAL45]. XS SSA T 2 AT,
BRI SN AL AR AN B B RIER] . SSA T EEHIMR I, (HIGIT R RGN A IRIE, I
PRI A HA T 1547 676 J7 NENs. PHNENs ZOyARThaett, SSA XILEAAKIGT RERMAEE, Ho
BABAFAELPYNI R, R AE 7 AR 46

43.2.0 FHE
5 SSA Ll o TR E G RIGE S CTER47], (EAdm> . FEEME. B iEimEn
RN Z, NEVUERNIGITEE, FEHTIRIT SSA e ANREmy 52 XA M Th AE 1 NENSs [48].

4.4. RZEREFEBRRTE

JIR 32 A TS A% 2R VA 9T (PRRT)F A U A% (0 Y 8k "Lu)bric SSA, A Rk&h & 7 U i & 0t
i 96 £ P9 BT A AL SSA R A AR S BT A BSE FE R F i i 268 68%~94%, <& VRTT mi#is SSTR
FRIRE 3] NENs (A 2805 15:[49]. 76— TFEHLIIG AR5 o, Strosberg J Z5[50]3F44 T 7"Lu-Dotatate i J7
O34k B (30 NENs (19 5 PR RIAG 20,  TLu-Dotatate 41 [11VA 7T S S 2 A JC 1 R R 0 v T By
K2 (18% vs. 3%; 65% vs. 11%), WF7TLER K, PRRT JA 7 RO BT Bl ik, Carlsen E. A. [51]%
[F1 I 504 7 PRRT J697 K70 (G3 Z0NENs A RUPERI 22 4Pk, FEGIN 12 M, 114 . 4578
TN BIRTERIRN 69%, TRALCRERALIAPES) N 14 M H, BARAELEIN 29 N H, 3~4 FIIHKF 5
PR B R A 2N 17%. HET PRRT 597 HNENS [1HF 91 2 #£ 1/ MHNENSs, %fT- PHNENSs 3 JCHH
7 R8T T REEAHE AL .

4.5. T FEBELETT

4.5.1. M EMRERIBER mTOR)HPHIFI

mTOR & —Fl 22 B/ R IR & (1, RS 5K A F . W78 &K, mTOR
TE 22 ol ey 200 i PP 35 3o FE S, mTOR 171038 i B 7 PI3K-AKT-mTOR {55 38 B30 1 2130 ) B8
YERA[52]0 K4 B H] J& —Fl 1 Bt mTOR #IHIF7], ELgHdE F T697 70 b R 41 B i JE S BE 1 NENs [53].
Singh S.&F[54]40 N\ 302 44 NENs &, #%M 2:1 fbl 2 ke s m] sl 2 BG YT, BEREmilte. 455
JN: TE B BRI, 4E SRR T AR AL PFS N 131 ANA, 2RGIAN 5.4 AN A TERR AL,
WRYEZE R IR AL AT PFS 2 13.6 N H, B4R 7.5 AN H o W2 AKYE B 7] VR Y7 10 S 38 e it Jg
FEPEAC 40%~46%, EHHA BOEK |5 PFS M At m ot e A A7 3 . IRAESE R0 TT A R WEINE H A
CURE . e, BEVE. AMEKIRE 345, BT PHNENs RG>, ICHEFEIE ] mTOR #4764 7
PHNENSs 2.

4.5.2. %50 S ER SRR BRI (MTKD

& JE B JE R — Pt v A TR YT AR NENs 9 MTKI, 32 Bl il i s o sz 4B K 7. i 2pt
ARy AT AR M AR K TR 55 2 PR SRRV, YR/ AR I AR i, SR A e A K T B R e
FEEL[55] [56]. AR A B CUAtbuE A T oAl g i) MKTT IE A 70 B2 F T NENs,  #843 CLik A ARG By
Bt Grillo F.A[55145 0 TR E . KRB, mamkif e 2t MKTI #6597 NENs (K45 RN A% 45
P, L1 TUGARRE, FHEEANBUE 1667 %o SR FREE R B R: WA 2 VA7 I3 IR NENs 24 2L
() HLER TR 52 v R0 Bl 7 5 Je ok 6 AR iR NENs B B /e ], EEE 5 HBUmE ik, &
Pk e 5 AR HURC F T LA 208 7 Mol NENs, (ECREBEH07 . FEThRe S8 . 29k v i 25 R 2B
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4.6. LFRTT

SIS R KR, Rk BRI NEC, 48 ARG 2ut ik, s
PO B AN BE ST AT A kAT 7 E[57]. ST et RIE5EA) NET, 7 iam, —m
A —23097 . WEFCRIM, X T &b s fE ] NENs s HAh G 7 2 H SSTR FRak MR, Tt
ST BRI AL (Ki-67 > 55%), 8 SEmefii i 24 Bl B & R G Ahse 2 — PO 2Ly T 77 SR [58] AT WL
RILE RO R i 25 B i SR AR D . BRI S . TR LG IESE . S sime i & B AT, w4
PR S I REAR E R R, A . B AT T PHNENs BTS2 IR IR A5, £ 28 Fidiyr &,
% R E v RAUE I AT Re s BN R IR AR, MR GIT ZTERm R A H A6 7 TE AL
JEEFE[59].

5. 4518

25 LTk, PHNENSs BONFE WL, GRS M, 7R B2 W3 at -, FRECA 5 TS B HEFY MHNENS
Jatiz. FARVIBRALE H ol 5cd S8 7 F B, X Tl PHNENs, AIZE &8 FFIERHEIT. SSA 1)
AWDITE . mTOR FIF A MTKI 5 FH#EFVATT « PRRT PLRALIT S 57k, HTFRSHE i M A 4428 NOGE
7847 VPG H AT PHNENSs 216 777 RIA 8k, W 2 AR R AR IURR 5 MR M bs AT IR 6 )7 B8 A
X} PHNENSs ()i Wi Aya 7 o0 Em E, 13— DR 7.
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