-456-

Chin J Gastroenterol, 2025, Vol. 30, No. 8

i =

° /\i/tl—l_?‘jrlé‘rlﬁ °

(FUIR % M4RHE : BN R E S 35S REE

Iz HEZE
AREREZHFOEREXAF(710100)

TE  UTAEk, B TR A0 2 T AL BRAR A AW DAL JSUR M AT (PLC) IR YT £ A E % , (LR iR &
T JT-240 6 98- AT 200 MR8 2T M2 00 b B A LA PN B2 8 S A A Y 57 DL PLC 32 B MR R 22 (50 . X T Sz i
Wb, iR TR R AR RSB A U G L R 1R B & R/INAELR T R B8 2 B T R T4 L PLC
B 2 WA B RS SRR o EORET X — 25 UL PLC R GEIR YT HY I RIS IEAE T v (BT 5 2
2 [ R [E B V)2 T R 5 S AR i B2 2 Al

KR FWEURMERE: AT AN SPAENUZE . AT s AT AR N B
JHF I P RS

Key Points in Rare Primary Liver Cancers: An EASL Position Paper WANG Yalan, HAN Guohong. Department of
Gastroenterology, Xi'an International Medical Center Hospital, Xi'an (710100)
Correspondence to: HAN Guohong, Email: 13991969930@126.com

Abstract In recent years, owing to advances in understanding of the hepatocarcinogenesis and treatment options,
rare primary liver cancers (PLC), including hepatocellular - cholangio - carcinoma, fibrolamellar carcinoma, and hepatic
epithelioid hemangioendothelioma have garnered increased attention. In this position paper, an international panel of
experts representing oncology, hepatology, pathology, radiology, and surgery systematically summarized the available

information and evidence on pathogenesis, diagnosis, and treatment of these rare PLCs. While clinical trials of systemic

treatments are underway for some rare PLCs, more researches, involving national and international collaboration are

required to provide evidence-based medicine evidence.
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4. 2 W A3 A AR 2ERAE - H T J0HA E 1
HAS $E5F OS5 2 R o ZEREWT I A% b, B T
RER BN IR R b BB 2 A 2571 sl e, 1 R 3
5 H B Wi iR iR Ak

[BRiR 0% BIF EMH G FIHFEEE A T2 in
HAS,

5. FARMIFFEM - 2 F HAS F ARG 19 SCHk AL
HABR A A T 58 4 56 /N [0 B3t 1 2R 910 9
SEPR b, K Z BB H TEH2 HAS I & 1A ¥ 5% A
(B AR HEAESFARIBI . FARLG AL
70 HAS # FH 03697 F B IR LS AR w /N 3%
ZFARDIBR W BE A E K (3.6~1510 1),
FHELZ T 452 e 3 RRR YT B B AR AR 1.3
Ao KA AT REAU IR T 8B 2 F R AL I7 19
B XFEGE AT ARYIBRR B VST GEZE
W2 Wr 2T AR PR, dE i R i B & b)
Bro T HAS HA m B 22 MRS A BAYRE AL
AHERERF RS IRTT -

[R5k 31]H FHASHIEEEE M, KE4 &
EREEFARYKET BN ANNEREZRIAY
VIR BB HITFARIET . W FHAS & ,IFBE
AHINA R — D TITHIERE

6. JHTRIAYT 06 T HAS R Ty I I Bk 58 4 ik
KA AR HAE A B HAS A0 5E I & E (4 H I B A
FZEIRYT) TR R R, s R IR A 5 10 SRy B 1 AR
A i E b i sz 2R . TACE W] R 19 Bl B
(18 TR 0 SR R0 A I, o 31 A IR B R 1 R
B — UL A Ry =5 0 2 B 4 4 41 PR 9 R
JE 1 I PRLJRE (A0 45 HAS) 58 (I 6 2T Y Y
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TARE MPER T TR, & 1 b A7 IR TG F
ATE 9N A L34 H B ) ORR FIAR HE i K 3244
JEIT RO AR HEE SRR T i 2853 511K 56.7% Fl
80.0%.

[BRix 32) B A, 7€ TACE 447 HAS % 3 &
NSRS, FTEZFEABMET, BEERENN
IE#ER A TACE AT{E A RRIRMIIBIT FER# IR

7. RGIGIT - HAS BN A B T2 A 10785 1A
TR, T I A 908 S B 2 A R 4 2 PR R 4 I A 3k
59 e, HAS A 5 I A8 PR Y 4% , HLTJS 2%
It , HAS R SR 97 FAE IEIEPE I # B = | i R 3K
B E B S A R W — R YT i A R
BIT I FLE IR R ATT . A 1L
IR LGYIRIT A LR IR 0 VB o B L g A
108 i i35, Horp 259% 34 31| 56 2 2% A a5 > G2 i, b
BLEEAIIR 9.9 H s SRR L, 55 08
Pk e 3k 6 22 22t RL IR T RO AR . — 300 1T 9K
B VEAS T SR A2 B 7 %o I A PR R A9 5K, A A 2%
i %R 17% 5 Ja SERE 5T 45 A U BE VRO 95 v 8 1 /R
AN 5 10 191 £ 5 s, iR 18 19 B 22 i
N 35% . U PR IR B A O IR 1) O I A RRE R Y
55 10 1) [ JE5 P AF 52 v, 276 191 58 3 v 539% 155 — 4%
g7, I rh 68 15l {ii FH S5 A2 I, 28 M5l (i FH 22 22 te AL PR
FAA Hr S AR5 R 1.9 A fi10.6 1~ H
ERIGIT B L.

Y F HAS I I A8 R R | AH GBI BiE I A= 1
P IEAT TR ER . —IUNIBENLIR K R T 5842
W )7 A DL AR BR BT 5 B R A2 B J 7 9T A
R BETIE B DL AR R BT RE A R AT AR 25 . 1A AR
REE AP ATEAL BB S AT VEGE 7 IR YT
AL SRR A e, R AR JE A R R R 1%~
14% &7 Je 8 Je 7 0, DUARIRBLATH 12% ., — 25T [m] st
PERFFE 4 , 40 Bl 3Z mAmE MR e 16 Y7 14 1L 1A 99 A
# ORR 4 20%.

B JZETAYT A B A B, 76— SR X R 21
PRLIRE 1) R RS S 6 b, A 1) S 91 0t 7 TR 9 R 34
RIEEIRITRE . HELZ T, —5f 5 25 il i
49 /NI [ JAgT P F 5 CHE P 1151 R A PRI 5 ) W56
FI| B FH IR U BB A B AR R R RN 18%

(B4 33| BEHRBRIAHASHEERRRE,
EREEMNERBRRERELERUTAMNRS
BITHRE, MOBEERAYERHEARREEN
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T30, MR & ST A E HAS F T s R B EI S A5
AR EVIE#E X #F o

AN ARSI PLC

PAR A 28— Se|F 5 5 WL PLC 19 2 8L 2R A
FIA FR A IR R FIIG ST 45 R A5 B o J5Uk M M v ik
B R AN TEAS S 4 BT LN

1. B A H-E): 41} 7 (hepatoblastoma, HB) : 90%
9 HB g 1 & A= T 5 % LIR JLaarh g L P UL
(19 S e Ak SRR TR, 4F A0 %4 0.5/100 77 ~1.5/
10077 . #% 2018 4Rk, £ 69 Bl LA HB J 7] 4 4
ENE N AN N S W 33 N =
RAF, REBUBH WG . WA HB L 25%
AR 191 55 R AL AR O o AH DGR S [l Bl 1™ #2201
AR RN 45 ) HB i 51, 3L 55 9] 5 J A 5 197)
ZIRETE 3 25 5 R, X T N HB 2 WA
Fil o AR REGFERNZWRERE S ZA
BEHLUFES O MME . S5ILEEH K
A HB B 26 7 2 58 & T ARYIBR . TACE B 8¢
P HB B4 Bhia s Fidl a7 o —IUNRLBESY
i, 16 5l HB £ #4523 1~3 K TACE AT , IR 4ii /1N
19.0%~82.0% , H ifi 8 11745 T % 60.0%. 13 1] it
BRI TACE B R #3258 2 T R UIER , R )
WA RO . FARDRA 7R -1 87% 41 210
AL S, R A TACE Hp sl 5 TR S HB
B ORI T %6 . BARNIZHER EE T B4 L
L E AR 1 R BZAR YT O R P R AT
o T HBXPEA | 22 32 b A 55 A i 1 24 )
I, [ P JL EE UK I 54 1 2H (International Childhood
Liver Tumor Strategy Group; http://www.siopel.org) &
WOR BT B XU M R GER YT . JL# HBIRYT
05 SN T N R A A 3 A 1 s E— 2L DR ST A

2. Fh W PEFE P IR (mucinous cystic neoplasms,
MCN) - FFJFEFAIEGE MCN i 22 P PE SR R 24, 5
HEAE ANHHE , A 2T SRR AR b B2, A AN ) R
ARV 73T, P 2 T DRI 3R AR A2 A Al 28 B
)57 S Rf o MCN 23 AR 20 531 55 e £8001) S B 0 A (R
PR B JiR e ) B0 = T P g (R g 8 e ) AL OG .
MCNJLPAL e A F Atk (4R BE) o MRTFEAR 2
A VA T EARAE CJ5ERE 73 B8 45715 1) F 1Mk
SURRAE C B9 A K HERE 73 B L9 I T
AEHN3AS AN IEAF B HFEE i) I, 3275 7 BE ) MCN .
MCN PR P9 B 518 12 W B PR , R BE



B R4 2025 4E4E 30 4548 8 40

S5 IAEAE T AR R DG G AL . PRl IR A4S B b A
P PEIRIE M B4 59 MCN H I A4 Y CA19-
9 sl I I BT JE K - 4 AT RE T, R IR ASSE FH T 28 1)
LW XA A S B A RN AT R IR A g
MCN, 25 J& B WA 5 A0 i XU, , T AR U1 B AT 2 8 32
BIT IS S HBEAEEN 65%~70%

3. R M #2843 06 IR (primary hepatic
neuroendocrine neoplasms, PHNEN) : PHNEN {1, 5 43
1k B 4309 4 28 N 43 W8 (neuroendocrine tumor, NET)
il ﬁ‘ HEi0] qu 2N ﬁ’{‘,{Z\ JE:'E (neuroendocrine carcinoma,
NEC), E R 40~50 % W AE N o HTFIER A%
G2 R B = KR M PHNEN #4912 W7 HLA Pk A
Pk PHNEN (43 W2 Bl A A PR, — 4055
22 1) FB 3 I BF 5T B, 14% 195 19 485 45 TPS3 Al
SETD1B & [H 28 4% , it HA A7 STk i i NOTCH3 Al
TRZE M3 26 11 4 SE R AEAE 28748 . PHNEN [ 41412
TG KA T HAE A NET FINEC AL, JCJHF AT

PR, MR IR AP 2 N - 2

PN WA TR, A A T2 i sl IR 98 A 4 . PHINEN
W R T G RS K W 5 L, o L JRUR MR AT
HHEBR A R A7 (14 S Akt o AL, PHNEN FYi2 Wt
o LT JFE HR A7 AE NET 8 NEC, H G I R | N 82 8%,
SUAR 2 UM 2% I A A LA 1 S Rkt . S
21 JfL 3R AH LG, PHNEN 9 Bl J5 B8 4, 5 48 B AE A7 R
80% ., TR PHNEN AT HIJER .

4. 96 PRUIRE < 96 PR JRE e — Pl 2 L CHE T IO
Jib g 5 e <19% ) 59 PLC, FR g OFFF 200 i 5 IE 757 41
L) T PRV IR 1 A3 2 o PR S A e B R i)
FOR U5 TR 25 2 A A g2 A AL E A L 0 SR PR R A
ORI Ry M T 440 J T 25 T TG (8] I oA TE B
WIAR Sy PR 96 A0 JH 4 B i b IR A998 o JHE i TR R = 2
SO A, RO AERY M 61 8 . F TR AR
ANEA R R, BIER W REOR S, R AR
HI2 Wi R R . A, RO ARG 7 Je , AT 4m it
g ) EER R A I 4 e AR X F AN G 24T 1=
Fo FAREME—ATATHIGIT ik, AL S A R
61™H.

5. JHF 6 bR 200 b g < D e P 8 bR 200 e 1) o
SR AT TE IR 440 B S 25 Uk 4, LA B CKS |, CK6
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p63 .p40 . CK14 Fll CK56 Hu i 40 1k e 4 B | X SE45
AR Y b R U T R AR B e AR, UK
P o AL FRIEAS B LU 12, 8 T3 AT i HE bR 2 5
PEE R o 24 Mg Ay D & M IRE JHE S5 IR 20 A 8 S U5
TR bR, 55 2 s Lh B 191 16, H ALAE Y
67 % . RAEH AT FARIGIT  HEH AL B A
<124 .

6. V-8 LA R - Dt k1 1 1 LA 98 (hepatic
leiomyosarcoma, HLMS ) #2 5 F i P4 L4 IH A 2k [7]
PRI AN . ok AT FEERIK R HLMS T RE2s
WiRiZ A PLC. HLMS A &A= T JLEE AR BB,
B BR LB 121 R AT VE TR 240 i 5 A
Bl | AR AR A AR MBI IE A0, - HERR L
b ELAT AR TE A MR 285 10 I DA 0 (80 S g 1sf, AT
ST HL AR B2 W o Al e 2H Ak G 4 A6
S Lo A s R, P UL 8 A (e T
M) 5 A RIX ML . T AR ZME—RIEI7 7
5P OLEEAI 191 A

7. IR B #£ A 98 (embryonal sarcoma of liver,
ESL) : ESL J& —F i & P JFF I PR b , i 0L )L
# WA BT, ESLRBUR R R TE
BRI AN AN 220 A 2H R 1 DR B g e
2 L 2 B Dy PAS Y € BV 5 R I 52 ) A AR
B E RN H AR5, CKRIBS 5o b 40 i
TELTYEREBRE L B Hh BEAIL M0

P2 38« I VR P IR AEAE R 25 g8

YEE TBRA B : £ 0=, I SCRIIE R SR S ik R X
SCE YRR M N ZA R PP o ] SR BTk

&% 3Lk
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